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AHHOTALNA

Cencuc HOBOPOXAEHHBIX ABNSETCS OHUM M3 Haubosee TsXeNbix 3aboneBaHWIn HeOHATaIbHOMO Nepuoja C BbICOKOW Bepo-
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P (professionals) — ueneBas ayauTopus KIMHUYECKUX PeKOMEHAALMIA (Bpaum — aHecTe3nosoru-peaHuMaTonory, Bpayu-
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ABSTRACT

Neonatal sepsis is one of the most severe diseases of the neonatal period with a high probability of developing multiple
organ dysfunction, septic shock and an unfavorable outcome. The purpose of this publication is to present draft federal
clinical guidelines for the treatment of sepsis in newborns, which were developed taking into account the principles
of evidence-based medicine. During the preparation of clinical guidelines, key questions were formulated using the
PIPOH formula: P (population) — patient population and disease characteristics (neonate with sepsis and septic shock);
| (interventions) — intensive care measures; P (professionals) — target audience of clinical recommendations (an-
esthesiologists, intensive care physicians, neonatologists, pediatricians, surgeons, infectious disease doctors);
0 (outcomes) — expected outcomes that can be improved (patient outcomes, health system indicators, epidemiologi-
cal indicators, etc.); H (health care setting) — place of medical care (outpatient clinic, hospital, intensive care unit).
The project includes sections on the etiology, pathogenesis and diagnosis of sepsis in newborns. Particular attention is
paid to the issues of microbiological diagnostics, identification of the pathogen, antibacterial therapy, respiratory and
nutritional support, extracorporeal hemocorrection, the use of intravenous immunoglobulins. It has been demonstrated
that one of the mandatory elements of therapy is the early initiation of enteral nutrition using breast milk, the use
of which is one of the most effective methods for the prevention of late sepsis in premature newborns with low and
extremely low birth weight.

Keywords: sepsis; septic shock; newborns; diagnosis; treatment; prevention, outcome; clinical recommendations.

To cite this article

Aleksandrovich YuS, Balashova EN, Boronina IV, Zavyalova AN, Zolotareva LS, Ivanov DO, Kirilochev OK, Lisitsa IA, Makulova Al, Mironov PI, Osokina RA,
Pavlovskaya EYu, Popov DA, Pshenisnov KV, Sergeeva VA, Serednyakov KV, Fedorova LA, Agafonova AV. Sepsis in newborns (Draft federal guidelines).
Pediatrician (St. Petersburg). 2024;15(4):5-53. DOI: https://doi.org/10.17816/PED1545-53

Received: 25.06.2024 Accepted: 15.07.2024 Published online: 30.08.2024
&
ECO®VECTOR The article can be used under the CC BY-NC-ND 4.0 license

© Eco-Vector, 2024


https://creativecommons.org/licenses/by-nc-nd/4.0/
https://creativecommons.org/licenses/by-nc-nd/4.0/
https://doi.org/10.17816/PED1545-53
https://doi.org/10.17816/PED1545-53

[EPELIOBAA CTATBA

TEPMWHbI U OMPEOETEHUA

HeoHaTanbHbIi cencuc — MOLTBEPKAEHHOE MM Mo-
[03peBaeMoe yrpoxaloLlee XusHu 3abonesaHue, 0bycoB-
NeHHOe reHepanu3aumel MHhEKUMM U NPOrpeccupoBaHUEM
CMHLPOMa CUCTEMHOW BOCMANUTENbHOM peakumn Ha hoHe
LVCPErynsuMm UMMYHHOO OTBETA, NPUBOAALLEE K Pa3BUTUIO
MOSIMOPraHHoON AUCOYHKLMN B NepBble 28 CYTOK KU3HM.

Centnyeckuin wok (CLL) — ocTpo BO3HMKLLEE paccTpoii-
CTBO TEMOAMHAMMKYM, XapaKTepu3yloLLeecs KPUTMYECKUM
YMeHbLLEHWEM TKaHEBOr0 KPOBOTOKA, KIIMHUYECKWM NposiB/e-
HMEM KOTOPOro SBNSIOTCA MPU3HAKW CUCTEMHOW runonepdy-
3uM (apTepuanbHas rMnoTeH3us, ONIMIypus, runepiaKTaTeMms)
Yy NaumeHTa ¢ NoA03peBaeMon UK A0Ka3aHHOW MHDEKLVEN.

NHbeKums (MHDEKLMOHHBINA NpoLecc) — B3aUMOAENCTBIE
B030yauTens 3aboneBaHMs C OpraHM3MOM YesloBEKa UIN Xu-
BOTHOT0, NposiBAAtoLLEeecs 60/1e3HbH0 MO0 HOCUTENLCTBOM.

1. KPATKASI UHDOPMALIUA MO
3ABO0JIEBAHWUIO MU COCTOSIHUIO
(TPYNNE 3ABOJIEBAHWUI UNU
COCTOSIHUIA)

1.1. Onpepenenne 3aboneBaHUs WU COCTOSIHUS
(rpynnbl 3a6oneBaHWii UK COCTOSHUM)

Cencuc HOBOPOXOEHHbIX — MOATBEePXAEeHHOoe WK nopo-
3peBaemMoe yrpoxatoLlee Xu3sHu 3360ﬂeBaHMe, 06YCﬂ0BJ'IeHHOG
reHepanu3aumen MHGEKUMM M NPOrpeccupoBaHMeM CUHAPOMa
CUCTEMHOM BOCMANMTENbHOM peakumn Ha QoHe Aucperynsaumm
MMMYHHOI0 0TBeTa, npuBoAdllee K pa3BUTUI0 I'IOJ'IVIOpFE]HHOVI
vchyHKLMM B nepable 28 cyT ushu [2, 9, 12, 14, 20].

1.2. 3tuonorus M natoreHe3 3aboneBaHus wnu
cocTosHua (rpynnbl 3a601eBaHUM UM COCTOSIHUMA)
Cencuc HOBOPOXOEHHbIX MOTYT BbI3blBaTb rPaMIoOI0N-
TeNlbHble W rpaMoTpuuaTeNibHble a3p06Hb|e n aHa3p06HbIe
MWKpOObI (Tabn. 1), Npy 3TOM 3TMOIOMMA HEOHATANLHOrO Cen-
Cuca CylleCcTBeHHO OTJIMYAeTCA B 3aBUCMMOCTU OT BpeMEHU
VIHd)IALIMpOBaHIAﬂ nnona v HOBOPOXAEHHOIo (aHTEHaTaJ'IbHOE,
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MHTpaHaTaslbHoe 1 NOCTHATaNIbHOE) M BXOAHBIX BOPOT MHEK-
umm [12, 14, 20].

Mpu aHTe- 1 UHTpaHaTaNbHOM MHAULMPOBaHUM boNbLLYI0
posb urpaeT Gropa MaTtepu, Npy NocTHaTanbHOM — rocnu-
TanbHble MMKPOOpPraHuaMbl. B ciyyasx nocTHaTanbHoro
MHOMLMPOBAHMA OCHOBHOIW MyTb nepegayn bakTepuanbHom
(dnopbl — KOHTaKTHbIA. OCHOBHbIE UCTOYHUKM MHQEKLMM
B OTAENEHMM peaHUMaLIM U MHTEHCKBHOW Tepanuu (OPUT) —
3T0 NepCoHan U HemocpeLCTBEHHO NALMEHTLI.

N3BectHo, uTo rpamoTpuuatenbHas ¢opa pasMHOKaeT-
€A B BOAHbIX U Cabblx pacTBOpax aHTMCENTUKOB (He cnupTo-
cofepalumx), rpamnonoxuTencHas ¢nopa (ocobeHHo CcTa-
(WUNOKOKKY) KOMOHM3WPYET PyKM MEepcoHana, U B CWily CBOEV
ruapodobHoctu Staphylococcus epidermidis cnocobeH aaresvpo-
BaTb Ha NNIaCTUKOBbIE M NOSIMMEpHBIE MaTepyastbl (KaTeTephl, 30H-
[bl 1 Npou.). AHaspobHas driopa MOXKET Bbi3blBaTb HEOHATa IbHbIN
Cencuc B CIy4asx MbUIeBOTO, BHE BOIBHUYHOMO «3arpsi3HEHMS»,
HanpuMmep Mpy AOMALLHWX pojax WM MU MHGUUMPOBAHHBIX
paHax, a TaKKe B ciyyasix nonazfanus Bosdyaurens (Clostridium
difficile) Ha GptoLLmMHY, a 3aTeM B KPOBb MPU HEKPOTU3MPYIOLLIEM
3HTEPOKO/UTE, NePhOpaLIM KULLIEYHUKA Y HOBOPOXJEHHBIX.

ITMONOTMYECKNN SMarHo3 HEOHaTaIbHOrO cencuca o0bbiy-
HO MOATBEPKLAETCS MOJOMMUTENbHBIM BbICEBOM U3 KPOBM,
MpU 3TOM OTPULATENbHbIA Pe3ynbTaT UCCeA0BaHNS He UC-
KJIK04aeT AuarHosa «cencucy [162, 193].

OTpuuartenbHble pe3ynbTaThl Yalle BCero 06ycroBfeHb
HasHaueHneM aHTUBMOTWKOB [0 WCCIefOBaHWUS KPOBW Ha
cTepunbHocTb [73, 158].

lpubbl popna Candida (C. albicans, C. parapsilosis,
C. tropicalis, C. glabrata, C. krusei, C. auris n pp.) TaKkxe
MOrYT BbI3bIBaTb FEHEpPanu30BaHHy0 MH(EKLMIO, HO B Ha-
CTOsILLee BPeMS HEOHaTasbHbIA KaHAMA03 CUUTAETCA LpYroii
HO30JI0rMYECKON eauHULEen — «WUHBA3UBHbIN KaHAMA03»
(wmndpp no MKB-X — P 37.5) [136].

Takue uHOeKumwn, crneumduyeckve ANA NepuHaTanb-
HOro nepuopa, HampuMep YpOreHWTasNbHbIA U pecruparTop-
HbIli MuKonnasmo3 (Mycoplasma hominis, M. pneumoniae,
M. genitalium, Ureaplasma urealyticum), xnamumuiiHas
undekumsa (Chlamydia trachomatis, Ch. psittaci, Ch. pneu-
moniae), LMTOMEranoBUPYCHas 1 repneTUyecKan MHeKLMS,

Ta6nu|.|,a 1. 3tnonorusa cencuca Y HOBOPOX,€HHbIX B 3aBUCMMOCTU OT CPOKOB MaHMdJECTaLI,VIM

Table 1. Etiology of neonatal sepsis by onset

PaHHWI HeoHaTanbHbIN cencuc / Early neonatal sepsis

Mo3aHuit HeoHaTasbHbIN cencuc / Late neonatal sepsis

1. Ctpentokokku rpynnel B / Group B streptococci

2. Escherichia coli

3. Koarynaso-HeraTmeHble CTaQUIOKOKKM /
Coagulase-negative staphylococci

4. Haemoaphilus influenza

5. Listeria monocytogenes

—_

2
3
4
5.
6.
7
8
9
1

Koarynaso-HeratmeHble CTauUNOKOKKM /
Coagulase-negative staphylococci
Staphylococcus aureus

Escherichia coli

Klebsiella pneumoniae

Pseudomonas

Enterobacter

. Candida spp.

CrpenTokokku rpynnbi B / Group B streptococci
. Serratia
0. Acinetobacter
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ToKconnasmo3 (Toxoplasma gondii) n npoume, N3BECTHBI Kak
TORCH-cunzpom [7, 12, 20].

CaMble Txenble, YrpoXKatoLLmMe KU3HU, MHPEKLIMK Bbi3bl-
BalOT MOJIMPE3NCTEHTHBIE MMKPOOPraHU3Mbl, KOTOpbIX AMe-
PUKaHCKOe 00LLeCTBO N0 MHDEKUMOHHLIM GoniesHaM (IDSA)
0603Haunno Kak «ESCAPE»-natoreHbl (0T aHes. escape —
YCKONb3aTb, U3beraTb, cnacaTbesl), MOCKOMbKY OHW 3ddeK-
TMBHO «M36eraiT» BO3AEHCTBUA aHTUbaKTepuabHbIX npe-
naparos (cM. Tabn. 1) [154]. K Hum oTHocsTes Enterococcus
faecium, Staphylococcus aureus (MRSA), Klebsiella pneu-
moniae, Escherichia coli, Acinetobacter baumannii, Pseu-
domonas aeruginosa v Enterobacter spp.

MatoreHes

Ha thoHe TeueHus MHEKLMOHHOrO NpoLiecca 0TMEYAETCs aK-
TUBALMA NpO- W NPOTUBOBOCNANUTENbHBIX LUTOKUHOB, KOHTPOSTb
33 CMHTE30M KOTOPbIX B YC/IOBUSIX MMMYHHOTO AucbanaHca 3Ha-
UMTESIbHO HapyLLIEH, YTO MPUBOAMT K BTOPMYHOMY MOBPEXAEHNIO
CICTEM OPraHOB M Pa3BUTU MOJTMOPraHHON AUCQYHKLMM [25, 67,
162, 165-167, 189]. B pe3ynbtate peanmsaumm 3HeKToB LMTO-
KHOB dopMupyeTcs (heHoTUN cencuca ¢ yHacTMeM HeMMMYHOIO-
TMYECKMX 3BEHBEB MaTOreHe3a C BKIIIYEHNEM B NaTOJIONMYECKUIA
MpoLecc CepAeYHO-COCYAMUCTON M [bIXaTesbHOM CUCTEM, FOpMO-
HaNIbHOT 0, HEMpOHaNbHOro, Bro3HepreTyeckoro, MeTabonnye-
CKOTO 1 KoarynsiLMoHHOro 3eeHbeB [67, 86, 165, 188].

OcobeHHOCTM naToreHe3a U TeYeHUs paHHero HeoHa-
TasbHOro cencuca

1. Bo3byautenamm Bocxoasiueid MHOEKUMM SBASIOTCSA
a3pobHble 1 aHa3pobHble MUKPObLI, 0bKTalOLLME B POAOBLIX
nyTax MaTepu.

2. Hanbonee yacTo 3apax<eHue MPOUCXOLMT BO BpeEMS
[ v Il nepuooB poaoB, HO MOXET NPOM30ITU U BO BPeEMS
bepeMeHHoCTW.

3. BeposTHOCTb pa3BUTMS XOpPUOAMHWUOHWUTA U BOCXOAS-
el MHOEKUMM MMEEeT MONOXMTENbHYI0 KOPPENsLMOHHYI0
CBA3b CO CPOKOM 6e3BOJHOTO Nepuoda, C YBEAMYEHUEM
AJUTENBHOCTW KOTOPOT0 BEPOATHOCTb PasBUTUSA Cencuca Cy-
LLLeCTBEHHO BO3pacTaeT.

4, DaKTOpPaMM pUCKa paHHel HeoHaTasbHOW MHbeKLMM SB-
NAKTCA TPAaBMATUYHbIE, TAXKENbIE M NPeXAeBPEMEHHbIE POLbI.

5. Hanbonee onacHblii BapuaHT BOCXOAALLEN MHOEK-
UMM — acnupaums W 3arnatbiBaHue NnoAoM bakTepui us
OKOJOMIOAHbIX BOJ, YTO MPUBOAMT K Pa3BUTUIO BPOXKLEHHON
MHEBMOHUM WM CUCTEMHOW MHGDEKLMM, KIMHWUYECKME Npo-
SIBNEHNA KOTOPbIX MOryT BO3HUKHYTb Kak A0 (TaxvKapaus,
CMMMTOMbI BHYTPUYTPOOHOW MMMNOKCUM MNoAa), TaK U noche
POXAEHMs (NepuHaTanbHas achukeus). B bonblunHcTBE Cny-
YaeB CUMNTOMbl MHGBEKUMM MOABAAKTCA CMNYCTA HECKOSbKO
YacoB MMM CYTOK MOCNEe POXAeHUS (pecnupaTopHbIA auc-
Tpecc, 0cTpas He,0CTaTOYHOCTb KPOBOOBPALLEHNS, LLIOK).

OcobeHHOCTM naToreHesa MO3AHEro HeoHaTasbHOro
cencuca

1. Hanbonee yacto 3apaeHue NpoMCXOAMT B OThefle-
HWAX peaHMMauuMi U MHTEHCMBHOM Tepanuu MeLULIMHCKUX
OpraHu3aumin Unm B AOMAaLLHUX YCIIOBUSIX.
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2. iHBa3MBHble MaHUMynsauMM (MHTybaums Tpaxeu, Ka-
TeTepusaums COCy[0B MYNOBWHbI) U peaHMMaLMOHHbIE Me-
PONpUATMS YBEIMUMBAIOT PUCK Pa3BUTUSA DaKTepuasnbHoi
UHGEeKLMM.

3. OcHoBHO NMyTb Nepefaynm — KOHTAKTHO-ObITOBOM.

4, ndekumm LLHC (MeHWHIUT) 1 reHepanu3oBaHHas Cu-
CTEMHas peakuusi B BOMbLUMHCTBE CNlyYyaeB pa3BMBaITCS
B pe3ynbTaTe reMaToreHHoM AMCCEMUHALMM.

1.3. Inupemuonorus 3aboneBaHns UM COCTOSHUSA
(rpynnbl 3a6oneBaHuii MK COCTOSHUM)

HeoHaTanbHbIli cencuc — 0AHa M3 BefyLUMX MPUYMH
3aboneBaeMoCTM W CMepTHOCTM Y [eTeli NepBoro Mecsua
JKU3HU, YTO 00YCNOBNMBAET CYLLECTBEHHBINA COLMANbHO-3KO-
HOMMYECKUI YLLepb 1 BO3pacTaloLLyto Harpy3Ky Ha cucTeMy
3[paBooxpaHenus [23, 75].

YacToTa pasBuTusa cencuca y HOBOPOXAEHHBIX 3aBUCUT
0T MHOXKecTBa (haKTOpPOB, OCHOBHBIMM U3 KOTOPbIX ABASIHOTCS
K/MMaTuyeckue ycnosus, feMorpaduyeckas U 3KOHOMMU-
YecKas xapakTepucTuka rocypapctea [156]. BeposTHoCTb
pa3suUTMs QaTanbHbIX Cly4aeB Cencuca y HOBOPOXILEHHbIX
B Pa3BUBAILLMXCA CTPaHaX 3HAUYMTENBbHO BbILLE MO CPaBHe-
HUIO € pa3suTbiMm [172].

Cpeay vHdEKLMOHHbIX 3ab0M1eBaHWI LETCKOr0 BO3pacTa
cencuc u CLL sBnsioTcs BeayLLen NpUUMHOI cMepTHOCTH [66].
CornacHo MexayHapogHOMY MHOrOLEHTPOBOMY MCC/ef0Ba-
Huio, B OPUT negmatpuyeckoro npodmns cencuc BCTpeya-
etca y 8,2 % nauneHToB, a 0bLas neTanbHOCTb BapbUpyeT
ot 21 no 50 % B 3aBUCUMOCTM OT KOHTUHEHTa [184].

B CLUA vactoTa paHHero HeoHaTanbHOro cemncuca ¢ no-
NOXMTENbHBIM Pe3ynbTaToM DaKTepUONOrNieCKOro Ucceao-
BaHua coctaenseT 0,3—2 Ha 1 TbiC. KMBOPOXAEHMIA. TONbKO
y 3-8 % HOBOpOXAEHHbIX cencuc byneT NoATBEPXAEH NyTeM
BbleNeHns Bo3byauTens.

Ha ocHoBaHuM MeTaaHanusa, mpoBefeHHOro B CTpa-
Hax C BbICOKWM YpOBHEM [L0X0[a, BbIIBNIEHO, 4TO 3abone-
BAeMOCTb CENncucoM y aetei coctaensna ot 22 o 48 Toic.
yenosek B rog [183, 184]. Yactora cencuca y HOBOpPOXAEH-
HbIX B Poccuiickoit ®enepaunm B LOCTYNHON MTepaType He
NPOAEMOHCTPMPOBaHa, YTO, BeposiTHee Bcero, obycnoene-
HO TEM, YTO HeOHaTaslbHbIi CEMNcuC SBNSETCA He OCHOBHbLIM
3aboneBaHneM, a OCNMOXHEHWEM ApYrUX NaTonornyeckux
MpOLLeCCoB.

Mo naHHbIM DepnepanbHOM CRYXObI rOCYLAPCTBEHHOM
ctatuctukn (2021 r.), 3aboneBaeMocTb OaKTepuanbHbIM
cencucoM coctasnseT 0,1 % cpeny Bcex XKMBOPOKAEHHbIX.
06was netanbHocTb gocturaet 24,4 %, npu 3tom 58,7 %
MPUXOAMTCA Ha PaHHIOK HEOHaTaNbHYK CMEPTHOCTb.

3aboneBaeMoCTb cpeay LOHOLIEHHbIX KpaiHe HeBesMKa
(0,03 %), B TO BpeMs KaK Y HeOHOLUEHHbIX HOBOPOX[EH-
Hblx OHa paBHa 1,1 %. JleTanbHOCTb Yy [OHOLLEHHBIX CO-
ctanset 15,8 %, cpean HeAOHOLUEHHBIX C CEMCUMCOM —
31,6 %.

3aboneBaeMocCTb CENCUCOM Y AeTel C BECOM MNpU POXK-
JeHun MeHee 1000 r MaxkcumanbHa — 8,2 %. JleTanbHocTb
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coctasnset 42,5 %, u3 Hux 51 % npuUXoAMTCA Ha paHHIoK0
HeoHaTasbHY0 CMepPTHOCTb.

3aboneBaeMocTb CeNcuMCoOM Cpeau AETen C BECOM Mpu
poxkaeHuu bonee 1000 r (BKIto4as AOHOLIEHHBIX U HEOHO-
LUEHHbIX HOBOPOXAeHHbIX) cocTanseT 0,06 %. JletanbHocTb
coctaenset 19,5 %, u3 Hux 67,2 % NpuxoamUTCA Ha paHHIoK
HeOoHaTasbHYK CMepTHOCTb.

lepuHaTanbHas runoKecus M acduKcKUs B popax, acnu-
pauLMs MEKOHMSI, KONOHWU3aUMs CTPENTOKOKKaMW rpynnbl B
bepeMeHHbIX, XOpPMOAMHUOHMT, NpeXAeBpPeMeHHbIN Paspbis
nnofHbIX obonouek, BaruHanbHoe obcnepoBaHue bonee
3 pas, HM3KWI CPOK recTaLuy, UHDEKLMU YpOreHNUTanbHoro
TpaKTa MaTepu, NepuHaTabHas JIMXopafiKa, 0YeHb HU3KMIA
BEC NpU POXAeHUM U feduumnt BUTaMuHa D B KpoBu MaTepy
W TONBKO YTO POAMBLLErOCA HOBOPOX/IEHHOTO MOXHO CUU-
TaTb (aKTOpaMM pUCKa paHHEro HeoHaTaNbHOro cerncuca
[14, 38, 162, 190]. ®aKTopbl pUCKA HEOHATasbHOMO Cencu-
ca npeAcTaBeHsbl B Tabn. 2.

1.4. OcobeHHOCTU KoaupoBaHuA 3aboneBaHus Uu
cocTosHuA (rpynnbl 3abosieBaHUA MM COCTOSIHUM)
no MexayHapoAHOM CTaTUCTUYECKOW KiaccuduKa-
LMK bonesHew U npobnem, CBA3aHHbIX CO 3[,0pOBbEM

B MexayHapoaHoii cTaTMCTUYeCKOW Knaccubuka-
UMM BonesHeit u npobnem, CBA3AHHbIX CO 3[0POBLEM,

Tabnuua 2. GakTopbl pUcKa cencuca y HoBOPOXAEHHBIX
Table 2. Risk factors for sepsis in newhorns

Tom 15,N0 4, 2024
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10-ro nepecmotpa fuarHo3 «Cencuc HOBOPOMAEHHbIX»
KoaupyeTcs B CeaytoLwmx pybpukax:

P36.0 — Cencuc HOBOpPOXXAEHHOTO, 06YCIOBJEHHBIN
CTPENTOKOKKOM rpynnbl B.

P36.1 — Cencuc HoBOpOXAEHHOrO, 00YCNOBMIEHHbIN
LPYrMU U HEYTOUHEHHBIMW CTPENTOKOKKAMM.

P36.2 — Cencuc HOBOpOXAEHHOrO, 00YCOBMEHHbIN
30/10TUCTbIM CTaduMNoKOKKOM [Staphylococcus aureus].

P36.3 — Cencuc HoBopoxaeHHOro, 06ycnoBfieHHbIN

APYTUMU 1 HEYTOYHEHHBIMU CTA(MITOKOKKaMM.
P36.4 — Cencuc HOBOPOXAEHHOTO, 06YCIOBJEHHBIN
KuLLIeYHoi nanouKoii [Escherichia coli.

P36.5 — Cencuc HoBOpOXAEHHOrO, 00YCNOBMIEHHbIN
aHa3poOHbIMKU MUKPOOpPraH13Mamm.

P36.8 — Cencuc HoBOpOXAEHHOrO, 00YCNOBMEHHbIN
ApyrumMu baKTepuanbHbIMKU areHTamu.

P36.9 — bakTepuanbHbI CENCUC HOBOPOXKAEHHOIO
HEYTOYHEHHBIN.

Mpy HanMuKMM y NaLMeHTa CENTUYECKOrO LLIOKA K OCHOBHO-
My KOy A06aBnseTca A0noiHNUTeNbHbIN — R57.2

1.5. Knaccudmkauus 3aboneBaHus uam coctosHus
(rpynnbi 3abosieBaHUM UNK COCTOSIHUI)

CornacHo coBpeMeHHOM KiaccuduKaLm, BbIAENSHT paH-
HUI U NO3[HWIA HeoHaTanbHbIN cencuc [1, 4, 7, 12, 14].

PaHHWIA HeoHaTanbHbIN cencuc /
Early neonatal sepsis

Mo3HWiA HeoHaTanbHBIN cencuc /
Late neonatal sepsis

1. KonoHusaums 6ronoruyeckux NIOKycoB MaTepy reMonmutuye-
CKMM CTPENTOKOKKOM rpynnbl B / Maternal GBS colonization

2. MpexeBpeMeHHBIN paspbiB OKOJIOMI0AHbIX 000/104eK /
Premature rupture of membranes

3. InuTenbHbIN be3BofHbI nepuog >12 4 /
Prolonged rupture of membranes >12 h

4. HepoHolweHHocTb / Prematurity

5. MHdeKkumm yporeHuTanbHoro Tpakta Matepu /
Maternal urinary tract infection

6. XopnoamHuoHuT / Chorioamnionitis

7. Temnepartypa Tena Matepu bonee 38 °C 3a cytku o pofioB /
Maternal fever greater than 38°C one day before delivery

8. OueHKka no wKane Anrap MeHee 6 6annoB Ha NepBoi U NATOM
MUHyTax *u3Hu / Low Apgar score (<6 at 1 or 5 minutes)

9. HyTpuTMBHas HeJoCTaTOMHOCTL Y MaTepy /
Poor maternal nutrition

10. HU3Kui coumanbHbIA 1 3KOHOMUYECKMIA CTaTyC ceMbi /
Low socioeconomic status

11. AbopTbl B bmkaliee Bpems / History of recurrent abortion

12. Tokcukomanus y MaTepy / Maternal substance abuse

13. Huskuit Bec npu poxxaenum / Low birth weight

14. TpyaHoctu npu popopaspeluenuu / Difficult delivery

15. Acdurkens B popax / Birth asphyxia

16. Acnupauwsi MekoHus / Meconium staining

17. BpoxaeHHble aHoManum passutus / Congenital anomalies

1. HeoHowweHHocTb / Prematurity

2. [inuTenbHoe UCMosb30BaHWE LieHTpaslbHbIX BEHO3HbIX KaTeTepoB
(>10 gHen) / Central venous catheterization (duration >10 days)

3. Katetepusaums mouesoro nyseips / Urinary catheterization

4. HeobxoamMMOCTb B ANIMTENBHOM UCKYCCTBEHHOM BEHTUNALMM
nerkux /
The need for long-term control mechanical ventilation

5. Heynaum npu nombITKax pacLumMpeHusi SHTepanbHOro NUTaHus /
Failure to advance enteral feeding

6. MpMeHeHWe Ha3anbHbIX KaHHOMb [J1S1 OKCUreHoTepanium
UK CUCTEM ANS NOAEPIKAHUS NMOCTOSHHOMO MONOKMTENILHOMO
[aBneHns B abixatenbHbix nyTsax (CPAP — continuous positive
airway pressure) / Nasal cannula or continuous positive airway
pressure (CPAP)

7. MpumeHenme H,-ructaMnHob10KaTOPOB M MHTMEUTOPOB MPOTOH-
Holi nomnibl / Use of H,-receptor blocker or proton pump inhibitor

8. 3aboneBaHus Xeny[ouHO-KMLLEYHOro TpaKTa /
Gastointestinal tract pathology

DAl https://doiorg/10.17816/PED1545-53
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PaHHui HeoHaTanbHbli cencuc (PHC) manudectmpyet
B nepBble 72 4 *M3HM pebeHKa, XapaKTepHO BHYTPUYTPOb-
Hoe (aHTeHaTasbHOe) UM MHTPaHaTanbHOe MHPULMPOBAHHE.
Y 85 % HoBopoxaeHHbIx cumnToMbl PHC nosiBnstoTcsa B nep-
Bble 24 Y 3KM3HM (YaLle Bcero cnycTs 6—8 4 nocne poxaeHus),
y 5 % oH pa3BuBaeTCA B TeueHue 24—-48 4 u npubnusntens-
Ho y 10 % ero Npu3HaKu BO3HWKAKT Ha 2—3-U CYTKM Ku3-
HW. Yawwe Bcero nepsbiMu nposiBieHuamu PHC craHoBsTcs
MPU3HaKM OCTPOWN AbIXaTeNbHOM HeJ0CTaTOYHOCTH.

KnuHuueckne nposBieHns NO3[4HEr0 HeoHaTasbHO-
ro cencuca MoryT BO3HWUKHYTb B Nepuog oT 72 4 o 28 cyt
YU3HW. B BonblUMHCTBE CryyaeB MMeeT MecTo MocTHaTasb-
Hoe MHQUUMPOBaHWE, OJJHAKO B PALE CIy4aeB MOXET bbiTb
W BHYTPUYTPOOHAs MH(EKLMS C NO3LHUM NPOSIBNEHUEM.

1.6. KnuHnyeckas KapTuHa 3aboneBaHus UM coCTo-
AHuA (rpynnbl 3a60s1eBaHUM UK COCTOSHUM)

CneumnduyecKknx KIMHUYECKUX NPU3HAKOB HEOHATANTbHOMO
cerncuca He cyectsyer [2, 112].

HeoHaTanbHbIl cencuc MoXeT NpOSBASATLCA CleayHLWMMM
HecneumdUYeCcKUMN CUMMTOMaMM U cuHapoMamu [12, 14, 20]:
pecnupaTopHble paccTpoiicTBa (Taxu- WK bpaamnHo3, anHo3),
paccTpoiicTBa CO3HaHMs, NabUNbHOCTL TEMMepaTypbl Tena,
YKEeNTyxa, 3K3aHTeMa, B TOM YKCie reMopparuyeckas, Taxu-
UM bpapuKapams, NabunbHOCTL YPOBHA TIMKEMUH, CPbIrMBa-
HUS,, apTepuanbHas r1noTeH3us (NO3aHUA CUMMTOM).

Mpy pasBUTUM CEMTMYECKOrO LLIOKA OTMevaloTcs Crepy-
foLine cMMNTOMBI [2, 64, 184]: TaxmKapams, pecnmpaTopHbIi
AucTpecc (TaxurHo3, yyacTue BCMOMoOraTesnbHOM MycKyna-
TyYpbl B aKTe [bIXaHus, LecaTypauus), 0TKa3 OT KOpMIIeHUS,
MaTosIorMyeckas OKpacka KoM (UMaHO3, Cepblii KOOpUT,
MPaMOpPHOCTb), Avapes, Nobble NPU3HAKW HapyLLEHUs TKa-
HeBoM nepdysuu.

ApTepuanbHylo rMNOTEH3MI0 HeNb3s CYMTaTb abCoMIoTHBIM
KpWUTepWeM CeNnTUYECKOro LLIOKA, 0HAaKO ee Hainuue y HoBO-
POXLEHHOIO C KIIMHUYECKUMM NPOSBNEHUAMN MH(DEKLMOHHO-
BOCMANMTENbBHOrO NpoLiecca MOXET NOATBEpPXAaTh Haluume
LaHHOT0 YTPOXKAIOLLEr0 COCTOSHUA.

CHMXEHWe CPeSHEro apTepuasbHoro LaBNeHNs HUXE BO3-
PacTHbIX pedepeHCHbIX 3HayeHuiA (Tabn. 3) ceupmeTenbCTBYeT
0 BbIPAYKEHHbIX HapYLLUEHUSX Nepdy3un B rosI0BHOM MO3re,
cepaue, MoYKax U Apyrux opraHax v TKaHsx [2, 20, 64, 184].

Mpu pmarHoctuke CLU y HoBopoMAeHHbIX Heobxoam-
MO WCKNOUMTL fiobble COCTOSHWSA, COMPOBOXALLMECS
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BbIPAKEHHBIMU HapYLUEHWAMM KPOBOODpaLLeHus, B MepByto
ouepefib KpUTUYECKME BPOXKAEHHbIE MOPOKM cepaua (CMHAPOM
TMNon/aswn NeBbIX OTAEN0B, TPAHCMO3MULMSA MarucTpasbHbIX
COCYL0B, KilanaHHble Mopoky). HekoTopble BPOXEHHbIE Ha-
pyLLeHus MeTabonm3Ma, NPUBOASALLME K TUMEPA3OTEMUM U TU-
MornuKemMuu, Takke MoryT cumynupoBatb CLU [47, 127].

2. AUATHOCTUKA 3ABOJTIEBAHUA U
COCTOAHKA (TPYNMbl 3AB0JIEBAHUK
WK COCTOAHWUIA), MEAULIMHCKUE
MOKA3AHUA U NPOTUBONOKA3AHUA
K NPUMEHEHWUIO METO/10B
AUATHOCTUKH

Kputepun AMarHoCcTMKM HeoHaTanbHOro cencuca
A. XXanobbl u aHamHe3
Hannune dakTopoB pucka paseuTHA cemncuca ABSETCA
BECKMM OCHOBaHWEM ANs ero BepuduKaLmumu y HOBOPOXKAEH-
HOro pebeHKa MpW HaNMUYMK KIMHUKO-NabopaTopHbIX Npu-
3HaKOB TeYeHMst MHBEKLUMOHHOrO npoLiecca.
b. ®usukansHoe obcnepoBaHue
06wuti ocmomp:
+  NabunbHOCTb TEMMepaTyphbl TeNa;
+ TeMnepartypa aapa Tena Bobiwe 38,0 °C unm Hmxe 36,0 °C;
+  611eHOCTb, MKTEPUYHOCTb, MPaMOPHOCTb M/UNK LIMaHO3
KOXMK;
+ remopparuyecKas cbifb, CKiepema.
M3MeHeHUS co CmOpOoHbI Hep8HOU cucmeMbl:
*  BblpaxkeHHoe HeCroKOMCTBO / KUK WM YrHETEHME CO3HaHMS;
*  MbILLEYHAsA TMNOTOHMS, runopedieKcus;
«  CyHoporu.
M3MeHeHUs o CMOPOHbI OblxamesbHOl cucmeMbl:
*  M3MEHEHWe YacTOTbl M PUTMA AbIXaHuWs (anHO3, Taxu- Uin
OpaamnHoa);
+  HeobXoAMMOCTb B [0NOJIHUTESBHOM A0TaLMM KUCTIOPOAa;
+  HeobXoAMMOCTb B pecnupaTopHoii NoAaepKe (MHBa3MB-
HOM UMK HEMHBA3NBHON);
+ TWUNepKanHMA Mo JaHHbIM aHanu3a ra3oBOro COCTaBa
KpOBMW.

M3MeHeHus co cmopoHs! cepdedHo-cocyducmoli cucmeMbl:
BbIPaXKEHHbIe Taxu- WK bpaauKapaus;

Ta6nuua 3. CpenHee apTepuarnbHoe aBneHIe Y HOBOPOX/AEHHbIX B 3aBUCHMOCTM OT CPOKA recTaLim 1 MOCTKOHLIENTyaNbHoro Bo3pacTa [62]
Table 3. Neonatal mean blood pressure by gestational age and postconceptual age [62]

Cpok rectauuu, Hea. /

MocTKoHLenTyanbHbIA Bo3pacT, 4 / Post-conceptual age, h

Gestational age, weeks 0 12 24 36 48 60 72
23-26 24 25 26 27 28 29 30
27-32 30 31 32 33 34 35 36
33-36 36 37 38 39 40 41 42
37-43 43 bt 45 L6 47 48 49
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apTepuanbHas rMnoTeH3us;

BPEMS HaMOJIHEHWS Kanunnspos >3 ¢;

YMeHbLLEHME NOYacoBoro Temna anypesa (>1 MA/Kr x u).
Vi3MeHeHus co cmOpOHbI H#e/1y004HO-KULLIEYHO20 MPaKma:
BSI0E COCaHWe, 0TKa3s OT rpyau;

remaro- u CnieHoMeranus;

YBEJIMYEHME }MBOTA B 06BEME;

ocnabneHne Uy OTCYTCTBUE NEPUCTANBTUKU KULLIEYHMKA.
B. JlTabopaTopHble AuarHocTMyeckue Uccief0BaHUSA
Neikoumtos (>30 x 10%/n), Heittpodmnes, He cooTseT-
CTBYIOLLMI CPOKY recTaLyn 1 MOCTKOHLENTyanbHOMY BO3-
pacTy pebeHKa (KONMYeCTBO NENKOUMUTOB B 1-2-€ CyTKM
wu3nm >20 x 10°/m; Gonee 3 cyt suznm >7,0 x 10%/n) [125];
nenkonexus (< 5 x 10°/n);

TpoMbounTonenua (<123 x 10°/n npu cpoxe recra-
umm >33 Hep.; <104 x 10°/n — npu recTaumoHHOM
Bo3pacTe <32 Hep. B NepBble 72 4 XMU3HM, Janee —
<150 x 10°/n, He3aBMCMMO OT recTaLMOHHOr0 W MOCTHa-
TanbHoOro Bo3pacTa) [34];

NPOKaNbLMTOHUH B KpoBu: >2,5 Hr/mn (PHC); =2,0 Hr/mn

(NO3[HWI HeoHaTanbHbIN Cencuc);
« C-peaktuBHbIi 6enok >10 Mr/n;
*  ypoBeHb npecenckHa >800 nr/mn;
*  OTHOLUEHME 10HbIX HOPM K 06LLEMY KONIMYECTBY HEMTPO-
dunos (HenTpodunbHLIN UHAEKC bonee 0,2);

«  JlabunbHOCTb

YPOBHA TJ1OKO3bI

B KpoBu: TwUMno-

(<2,5 MMonb/n) unu runepravkemus (>10 MMonb/n);
+  MeTabonMyecknit aumMzao3 (BblpaXKeHHbIR feduumMT 0CHo-

BaHWiA);

Tabnuua 4. LLikana nSOFA
Table 4. Neonatal sequential organ failure assessment score (NSOFA)

Tom 15,N0 4, 2024

e JIaKTaT-aumnaos (ypOBEHb NIaKTaTa B KPOBU bonee

2 MMonb/n);

e MNONOXMUTENIbHbIE pe3ysbTaThbl 6aKTepVIOJ'|0FW-IECI{0F0 nc-
CnefoBaHNA KpoBU Ha CTEPUSIbHOCTb (BblaeneHue Kynb-

Typbl MUKPOOPraHNU3MOB).

I. InA oLeHKM cTeNeHU BbIPAXKEHHOCTU OpraHHOW Auc-
(YHKLMAW 1 BEpOATHOCTW JIETaNbHOTO MCXOAA MPM Cencuce
Yy HOBOPOX[EHHbIX LenecoobpasHo WCMonb30BaTh LUKa-
nbl nSOFA (Neonatal Sequential Organ Failure Assess-
ment Score; Tabn. 4), NEOMOD (Neonatal Multiple Organ
Dysfunction Score) unu ee MoaMGMLMPOBAHHbIA BapUaHT

(191, 192].

OueHKa Mo LWKanaMm nofMopraHHon AUCGYHKUMM Y Ho-
BOPOXAEHHbIX, Haxoasawmxcs B OPUT, npousBoautcs exe-
OHEBHO M OCYLLECTBAAETCA MyTeM CYMMMPOBaHMS OLLEHOK
COCTOSIHUSI CUCTEM OpPraHoB (fbixaTesibHas, cepLeyHo-cocy-
AMCTas CUCTEMBI, CUCTEMA KPOBU M [p.). [LNA OLEHKU KaxK-
[0/ M3 cuCTeM BblbMpaeTCs caMblii XYALUWA MOKasaTesb,
MMEBLUMI MECTO B TeueHue CyToK. C yBesIMYeHWeM OLEHKU
BEPOATHOCTb HEBIAaronpuATHOrO TEYEHWUA U NETaIbHOro UC-

X0/a BO3pacTaer.
2.1. XXano6bbl u

+ [lpu Nop03peHUn Ha cencuc y HOBOPOXKAEHHOro pebeHka
peKoMeHAyeTCs TLiaTeNbHO W3Y4nTb aHaMHe3 MaTepy
C Lefblo BbIBNEHUS HaKTOPOB pUCKA pasBUTUS HeoHa-

aHaMHe3

Meavatp

TanbHoro cencuca [2, 12, 14, 20, 191].

YpoBeHb ybenuTenbHOCTM pekomeHzaumin B (yposeHb

NO0CTOBEPHOCTN [0Ka3aTeslbCTB — 3).

KomMeHTapuit. OakTopbl pUcka yKasaHbl B pazaene 1.3,

Tabn. 2.

[lbixatensHas cuctema / Respiratory Score

OueHKa / Points 0 2 4 b 8
Kputepuid / Criteria|  He uHTybMpoBaH WHTybupoBsaH / WHTybupoBaH / WHTybuposaH / WHTybuposaH /
WM UHTYOUpoBaH / Intubated Intubated Intubated Intubated
Not intubated Sp0,/Fi0, < 300 Sp0,/Fi0, < 200 Sp0,/Fi0; < 150 Sp0,/Fi0, < 100

or intubated,
SpOz/FiOz > 300

CepaeuHo-cocyauctas cucteMa / Cardiovascular

score

OuenKa / Points

0

1

2

3

4

Kputepuii / Criteria

HeT BasonpeccopoB
WM CUCTEMHBIX
KopTMKOCTepouzos /
No inotropes, no
systemic steroids

HeT Basonpeccopos,
UCMONb3YHTCA KOPTU-
KOCTEpOMbI C CUCTEM-

HbIMK 3 deKTamm /
No inotropes, systemic

steroid treatment

OpvH Basonpeccop,
CUCTEMHbIE KOpTKOCTE-
pouabl He UCnonb3y-
totcs /
One inotrope,
no systemic steroids

[lBa nunm Gonee
Basonpeccopa
WM OfMH Basompec-
COp + CUCTEMHbIE
KopTKOCTepouab! /
At least two inotropes
or one inotrope and
systemic steroids

[lBa unu bonee Baso-
npeccopa ¥ cucTeMHble
KOpTKocTepouapl /
At least two inotropes
and systemic steroids

CucTema kposw / Hematologic score

OueHka / Points

0

1

2

3

Kputepuii / Criteria

TpomBouuTel =150 x 10%/n /
Platelet »150 x 10°/L

TpoMbouuThl
100-149 x 10%/n/
Platelet 100-149 x 10%/L

TpomboumTel <100 x 10°/n /
Platelet <100 x 107/L

TpomboumTel <50 x 10%/n /
Platelet <50 x 107/L
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2.2. ®usukanbHoe obcnepoBaHue

+ HoBopoxaeHHOMY C NOA03PEHUEM Ha CENCUC PeKOMEH-
JyeTcs NpoBefeHWe BM3YasbHOro TepaneBTUYECKOro
ocmotpa [2, 12, 14, 20, 193].
YpoBeHb ybeamuTenbHOCTM pekoMeHpaumii C (ypoBeHb

LOCTOBEPHOCTW A0Ka3aTenbcTs — 3).

KommeHTapuit. Bce cumntombl cencuca u CLU y Hoso-
POX/AEHHBIX HECMeLMPUYHbI U 0TPaXaloT Hannyue noamop-
raHHON AMCPYHKLMN.

2.3. JlabopatopHble AMarHocTMYeCKue Uccea0BaHuUSA

 HoBopoxaeHHOMY C MOJ03PEHNEM Ha CEncuc C Liebio
BEpUPUKaLMM CUCTEMHOIO (reHepann30BaHHOr0) UHbEK-
LIMOHHO-BOCMANUTENbBHOrO NpoLecca W NOATBEPHIEHNS
[VarHo3a peKoMeHAyeTcs NPoBeJeHNe ClefyoLLuX na-
DopaTopHbIX UCCea0BaHWI: 0OLLMIA (KIIMHUYECKMIA) aHa-
JIU3 KPOBW Pa3BEPHYTHIA, 0BLMIA (KNMHMYECKUN) aHanu3
MouM, BUOXMMMUECKMIA aHanu3 Kpoeu obLueTepaneBTy-
YecKun (MccriefoBaHMe YPOBHS HaTpus, Kanus, obuiero
W MIOHU3MPOBAHHOI0 KanbLus, 06LLero 6enka, MoYeBuHbI,
KpeaTuHuHa, oblero 6unupybuHa, rnoKo3el, onpesene-
HWe aKTMBHOCTW anaHWHaMWHoTpaHcdepasbl U acnapTa-
TaMWHOTpaHchepasbl B KPOBM), UCCNEA0BaHUE YPOBHS
C-peakTtnBHOro 6enika B CbIBOpOTKe Kposw [2, 12, 14, 20,
29, 32,50, 112, 141, 145, 178, 180, 193, 195].
YpoBeHb ybenuTeNbHOCTM peKoMeHaaumin B (ypoBeHb

LOCTOBEPHOCTW A0Ka3aTenbcTs — 3).

KommeHTapuit. B 2024 r. 6bin BbINONHEH cucTeMaTnye-
CKuiA 0630p M MeTaaHanm3, NOCBALLEHHbIN UarHOCTUYECKOM
LLeHHOCTM paHHWX B1IOMapKepoB HeOHATaNbHOro Cencuca, Ha
0CHOBaHUM KOTOPOro Bbino YCTAHOBNEHO, YTO MMEKLLMeCs
B /IUTepaType [aHHble KpaiiHe NMpOTUBOPEYMBLI, NpU 3TOM
MaKCUManbHas KJIMHUKO-AMArHOCTUYECKAs 3HAYMMOCTb
Obina 0TMeYeHa Yy NpoKanbLMTOHMHA (00beAMHEHHAs YyB-
cTBuTenbHocTb 79 %, cneundmyHocts 91 %), npecencuHa
(0bbepuHeHHas vyBcTBUTENBLHOCTL 82 %, CneunduyHOCTb
86 %) u coiBopoTouHoro amunonpa A (0bbeauHeHHas YyB-
cTBUTENbHOCTD 92 %, cneundmnyHocTb 96 %) B CbiBOpOTKE
KpOBY HOBOPOXAEHHbIX [178].

AHanoruyHble pe3ynbTathl, NOLTBEPXHAAIOLLME LIEHHOCTb
C-peaktuBHOr0 besiKa, MpOKanbLUMTOHMHA M MpecencuHa
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B AMarHOCTUKe paHHero HeoHaTasbHOro cencuca, bbiim no-
nyyeHbl U apyrumu aeTopamu [29, 141, 145].

MpoLeMOoHCTPUPOBaHO, UTO 06 bEAUHEHHBIE YYBCTBUTEb-
HOCTb U cneumduyHocTb npecencuHa coctasuiu 0,93 [95 %
noseputenbHbIi uHTepsan (K1) 0,86-0,95] n 0,91 (95 % OU
0,85-0,95) cooTBeTCTBEHHO; 0O6beJUHEHHOEe OTHOLLIEHWe Aua-
rHOCTMYeCKUX LwaHcoB coctaBuo 131,69 (95 % [N 54,93-
310,94), npn 3TOM KOPPEKTHOCTb OLIEHKM YPOBHA NpecencuHa
He 3aBWcena oT cpoKa rectaumm [141].

YcTaHoBnEHO, YTO yBenuyeHue obbema TpombouuTOB
(>9,28 ) sBnseTCA OAHMM M3 BbICOKOYYBCTBUTENBHBIX OMO-
NOrMYECKUX MapKepoB cencuca y HoBopoxaeHHbIx [112, 180].

Mpy NOAO3peHMM Ha HeoHaTanbHbIA CEMNCUC PEKOMEH-
LYETCA OLEHKAa OTHOLUEHWS HeHTpounoB M AMMAOLMTOB,
TpoMboLMTOB U NIMOLMTOB. IMetoTcs LaHHbIe, CBUAETESb-
CTBYHOLLME, YTO Y HOBOPOXEHHBIX C CENCUCOM COOTHOLLEHWE
HEMTPO(UIOB N IMMPOLMUTOB 3HAUNUTENBHO YBESIUMYEHO, B OT-
nnume ot Apyrux nauueHtoB OPUT HOBOpPOXKAEHHBIX U Ae-
TeW, Y KOTOpbIX MMENIoCh NLb MOJ03PEHME Ha CENcuc npu
OTpULATENbHBIX pe3ynbTaTax baKTepronorMyeckoro BbiceBa
[50, 194]. 06beanHeHHas YyBCTBUTENBHOCTb M CNeLMdUYHOCTb
JaHHoro nokasatens coctasuna 0,65 (95 % AW 0,55-0,80)
1 0,80 (95 % [ 0,68-0,88) cootBeTcTBEHHO [50].

OTHOLEeHMA HelTpodmnoB U MMMQOLMTOB, TPOMOOLUTOB
1 nuMdounToB 0611afal0T BLICOKOM AMarHOCTUYECKOW LieH-
HOCTbIO ANS BbISIBNEHUS! HEOHATANIBHOTO Cencuca U UMerT
cXoxyto apdekTMBHOCTS [32].

PedepeHcHble MOKasaTenu KonuyectBa HeMTpodUINOB,
KpUTEPUM AMArHOCTUKU HEWTPOMEHMM B 3aBUCUMOCTU OT
CPOKa rectaumu 1 Beca npu poXAeHUM, HOPMalbHbIE YPOBHH
C-peaKTuBHOro 6enKa M NPOKanbLMTOHMHA MpeLCTaB/EHb
B Tabn. 5-9.

« BceM HoBopoxAeHHBIM C cencucoM u sBneHnamu CLL
C LIeJIbH) UCKITIOYEHNS KOarynionatum 1 oLeHKN addeKTus-
HOCTU Tepanuu peKOMeHAYeTCs OLeHKa KoarynorpaMmMbl
(OpMeHTMPOBOYHOE MCCei0BaHNE CUCTEMbI remMocTasa)
[2,13, 15, 21, 193].

YpoBeHb ybeauTenbHOCTU pekomeHpauuii C (ypoBeHb

[0CTOBEPHOCTU [0Ka3aTeNbCTB — 9).

KoMmeHTapuid. Koarynonatms — Heu3MeHHbIM CnyT-

HUK TSIKENOro TeuyeHus uHdekumid, cencuca u CLU, uto

Tabnuua 5. PedepeHTHbIe 3Ha4eHNS HEATPOPUIOB Y HOBOPOXKAEHHbIX [2]

Table 5. Neutrophil reference values in neonates [2]

Mokasarenm /

Mpu poxaerun /

Bospacr, 4/ Age, h

Parameter After birth 12 | 24 | 48 | 72 | > 120
> 3
ﬁggg’l‘u*‘t’g“n"eeu;‘r‘;’;ﬁ?legﬁ‘r’““‘zzm‘/’gm"B' KIETOK/MM™ /18005400  7800-144007200-12600 4200-9000 1800~7000 18005400
KonnuecTso Hespenbix HeATPOdMNOB, KNeTok/MM® /
Immature neutrophil count, cells/mm? <1120 <1440 <1280 <800 <500 <300
HeifTpodmnbHbIN MHAEKC / <0,16 <0,16 <013 <013 <013 <0,12

Neutrophil index
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Tabnuua 6. PedepeHTHbIE 3HAYEHNS KONMYECTBA HEMTPO(UIOB Y HOBOPOXAEHHBIX C 04eHb HU3KOI Maccoi Tesla npu poxkaeHuu [119]
Table 6. Reference neutrophil counts in extremely low birth weight neonates [119]

Bospact, u/ Age, h
Mokasatenu / Parameter Mlpu pO)K,IJ..EHVIVI/ P g
After birth 18 60 120
Y 3
Myﬂmmaanoe abcooTHOE KOJI4ecTBo HEVITp;)d)VIﬂOB, KINeToK/MM® / 500 2200 1100 1100
Minimum absolute neutrophil count, cells/mm
i 3
MaKcuManbHoe abcontoTHoe KOIMYEeCTBO HETPOdUIOoB, KIETOK/MM?® / 6000 14000 8800 5600

Maximum absolute neutrophil count, cells/mm?

Ta6nuua 7. Kputepum LUarHoCTUKYU HEATPONEHUM Y HOBOPOXKLEHHbIX [81]
Table 7. Neonatal neutropenia diagnostic criteria [81]

Macca Tena npu poxaenun <1500 r / Birth weight <1500 g Macca Tena npu poxaenun >1500 r / Birth weight >1500 g
Bospacr, u/ HeiiTponeHus, KoM4ecTBo KINeTOK/MKN / Bospact. 4 / Age. h HeliTponeHus, KONM4YecTBo KIeToK/MK /
Age, h Neutropenia, number of cells/pL pact, ge. Neutropenia, number of cells/uL

0-6 <500 0-6 <2000
>6-12 <1500 >6-12 <4000
>12-30 <1800 >12-24 <6000
>30-48 <1500 >24-48 <4000

>48-72 <2000
>72 <1100
>72 <1500

Tabnuua 8. HopManbHble nokasatenm C-peakTMBHOMO besika y HOBOPOXKAeHHbIX [182]
Table 8. Normal C-reactive protein levels in newborns [182]

Bospacr, u/ Age, h HepoHoweHHbIiA, Mr/n / Prematurity, mg/L | [oHowweHHbIA, Mr/n / Full-term, mg/L
Mpy poxaenun / After birth 0,6 0,6
12 5 6
24 10 10
48 9 12

Tabnuua 9. YpoBeHb NPOKaNbLMTOHMHA Y 30,0p0BbIX HOBOPOXKAEHHbIX [52]
Table 9. Procalcitonin levels in healthy newborns [52]

Bospacr, u/ Age, h MpoKanbLymToHuH, Hr/n / Procalcitonin, ng/L

0-6 2

6-12 8

12-18 15

18-30 21
30-36 15
36-42 8
42-48 2

0C0beHHO cnpaeennnMBo O HefO0HOLWEeHHbIX HOBOPOXAEH- + Y BCEX HeAOHOLIEHHbIX HOBOPOXAEHHbIX C CENCUCoM,

HbIX, UMeloLWMX (YHKUMOHANbHbIE 0COBEHHOCTU CHUCTEMBI pedpaktepHbiM CLU W BbipaxeHHOW runepnakTatemMu-
remMocrasa. Hepeako oiHWUM 13 NepBbIX NPOSBIEHUN Cencu- el peKoMeHJyeTcs OLEHUTb YpOBEHb aMMMaKa B Kpo-
ca u CLWU cTaHoBMTCS NeroyHoe WM MenynouHo-KULLEYHOe BW C LEMb MCKITIOYEHWUS! BPOXAEHHbIX HapyLUeHWii
KpoBoTeyeHwe [2, 12, 14, 20]. CywiecTByioT faHHble, CBULE- UMKSIAa CMHTE3a MOYEBMHbI M OPraHMYecKUX auuoypun
TeNbCTBYHOLLME, YTO NPU CENCUCE, BbI3BAHHOM MPAMMOSIONM- [47,1271].

TeNbHON MUKPOGMIIOPOM Y HeAOHOLLIEHHbIX HOBOPOXAEHHDIX, YpoBeHb ybeamTenbHOCTU pekomeHpaumii C (ypoBeHb
MMeeT MecTO runeproarynaumsa v Tpombountonenmns [82]. [0CTOBEPHOCTU [0Ka3aTeNlbCTB — 9).
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KomMmeHTapuii. BpoxaeHHble HapylieHus obMeHa Be-
LLeCTB, COMPOBOXKAAIOLIMECS TUNEPaMMOHUEMUEN, TaK e
KaK 1 Cencuc HOBOPOXAEHHBIX, HE UMEKT creLuduyecKux
K/IMHUYECKWX NPOSIBNEHUI U Yallie BCEro MaHuecTupyT
B BUAE AMCHYHKLIMM XKenya04HO-KULLEYHOrO TpaKTa (Cpbiru-
BaHWs, PBOTa, AMapes), KOTOpble NPUBOAAT K MMMNOBOMEMUM,
TUNOrSIMKEMUW, BTOPUYHOMY YrHETEHUIO CO3HAHUA U rUnep-
naktatemum [47, 1271].

Mpu oTcyTCTBMM afeKBaTHOM AnddepeHUManbHon aua-
THOCTUKM UM MCKIIOYEHUS TMNepaMMOHMEMIN arpeccuBHas
MPOTMBOLLUOKOBas M aHTMbaKTepuanbHas Tepanus MoryT
CTaTb NPUYMHOW NPOrPeLUEHTHOMO YXYALIEHUS COCTOSHUSA
W NneTanbHOro ucxofa. Y He[OHOLIEHHbIX HOBOPOXIEHHbIX
C 04YeHb HU3KOW M 3KCTPEMaNbHO HWU3KOW Maccoil Tena npu
POXAEHUM TPAH3UTOPHas TMMNEePaMMOHNEMUS MOXET BCTpe-
yaTbCs JOCTAaTOYHO YacTo W, B 6ONbLUMHCTBE Cyyaes, uMeeT
BnaronpuATHbINA UCXoL.

« C uUenblo OLEHKW BbIPaXKEHHOCTU CUCTEMON TMMOKCUM

1 3QHEKTUBHOCTM MePONPUATUN UHTEHCUBHOW Tepanuu

Yy BCEX HOBOPOXEHHBIX ¢ cencucoM u CLL pekoMeHpyeT-

€S 1ccnefj0BaHNe KUCIIOTHO-0CHOBHOTO COCTOSHWSA U ra-

30B KPOBW, YPOBHS MOJIOYHOW KUCNOTbI B KanUNSpHOI

W/vunmn BeHo3Hol kposw [48, 85, 199].

YpoBeHb ybenuTenbHOCTM peKoMeHzaumin B (yposeHb
[L0CTOBEPHOCTM [l0Ka3aTenbeTs — 3).

KomMeHTapuii. Heckonbko uccnefoBaHWn HOBOPOXK-
LEHHbIX C CENCMCOM NPOJEMOHCTPUPOBANI, YTO YBESIUYEHNE
KOHLIEHTPaLMW NaKTaTa KPoBW KOPPEeNMpYeT C yBeNYeHNeM
NIeTanbHOCTH, @ ero MocnefyloLlee CHUMEHNE — C YMEeHb-
wenueM netanbHocTn npy CLL [48, 199]. CHuxKeHMe KoHLeH-
TpauMyW NaKTaTa B KpoBU Ha hoHE MepONpUSTUIA UHTEHCUBHOM
TepanuM accoLMMpPOBaHO CO CHUMXEHWUEM [TUTENIBHOCTM re-
MOAMHaMMYECKOMN NOLAEPHKM M NIeYeHNs B cTaumoHape [85].
HopManu3aums KnupeHca naktata no3BosiseT Cyautb 06
YCMELWHOCTU MHTEHCUBHOM Tepanuu, a MpojosiKatoLleecs
yBENMUYeHne — 0 ee HeaPHEeKTUBHOCTY.

Mukpobuonoruyeckas AuMarHocTMKa cencuca y HoBo-
POXAEHHbIX

BceM HOBOPOXAEHHBIM C MOLO3PEHUEM Ha CEMCUC, UMe-
oMM (aKTOpbl pUCKa pasBUTMS Cencuca, PeKOMeHAyeT-
cA NpoBefeHue MUKpobuonornyeckoro (KynbTypasnbHOro)
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W1CCre0BaHs KPOBYM W B1ONorM4ecKoro Matepuana 13 oyara(os)
MHbEKUMM, C ONpefeNeHneM YyBCTBUTENBHOCTU MUKPOOpra-
HW3MOB K aHTUMMKPOOHLIM XMMMOTEpaneBTUYeCKUM npena-
paTam [1s BbiSIBNIEHUS BO3OYAUTENS W ONpeSeNeHNs TaKTUKK
aHTUbaKTepuanbHoi Tepanum [113].

YpoBeHb ybeauTenbHOCTU pekomeHpauuii C (ypoBeHb
[0CTOBEPHOCTW [0Ka3aTenbcTB — 3).

KomMeHTapuiA. [ToceB KpoBu SBNSIETCS OCHOBHBIM METOA0M
BbIABJIEHNS BaKTEpMEMUM, MO3BONSAIOLLMIA MAEHTUPULMPOBATL
naToreH, ONPeeNuTb ero YyBCTBUTENBHOCTb K aHTMDaKTepu-
aNbHbIM NpenapataM cucTeMHoro gaelicteusa (kog ATX JOT)
1 BblbpaTb afeKBaTHbI pexuM Tepanuu. 06beM Kposu ans
noceea He AomkeH npesbiwatb 4 % ot OLK, MuHMManb-
Hblli — He MeHee 1 M, NpU MCNOL30BaHWM CreLMabHbIX
nutatensHbix cpeg — 0,1 mn (tabn. 10) [77, 155, 170, 189].

[lns obecneyeHns MaKcMManbHOM YyBCTBUTENBHOCTU 06-
pasubl KpoBW [N noceBa Heobxogumo BbITb Monyyath [0
Hayana aHTUMUKPOOHOW Tepanuu. Ecim 3To HEBO3MOXHO,
TO KpOBb [1A NoceBa bepyT HenocpeaCTBEHHO Mepes BBege-
HWeM ouepefHOW [103bl aHTUOMOTMKA, KOrAa KOHLeHTpaums
npenapata B KpoBM MMHWUMarbHa. [peanoytuTensHo ucnosb-
30BaHuWe (1aKOHOB [J151 FEMOKYNIbTUBMPOBAHUS, COLEPHALLMX
COpBeHTbI aHTUMMKPOOHBIX CybCcTaHUMN. [laHHas TaKTUKa acco-
LMMpYETCS C YIy4LIEHWNEM UCXOL0B fledenus [46, 76, 77].

Mpobbl KpoBM ANS BbIABNEHWA BakTepueMuu momyyarT
nyTeM MyHKUMU nepudepuyeckux BeH ¢ cobniofeHneM npa-
BM/1 acenTuKM W aHTMcenTuku. Miccnepnosanue npob u3 co-
CYAMCTOro KaTeTepa [0MyCKaeTcs TObKO NpW NOA03pEHUN
Ha KaTeTep-acCoLMMPOBaHHYK MHGEKLMI0 KPOBOTOKA WM
B KpaliHeM cfiydyae — Mpy TEXHUYECKON HEBO3MOXHOCTH
BeHenyHKumn. Mcnonb3oBaHue apTepuanbHOM KPoOBU ANS
noceea He AaeT MPEUMYLLECTB MO CPaBHEHUIO C BEHO3HOM.
lynoBuHHas KpoBb, NOJTy4eHHas NPW POJOpPa3peLLIEHNH, MO-
XKeT ObITb UCMONb30BaHa B Ka4ecTBe aibTepHATUBHOMO CYb-
cTpaTa AJsia noceBa Kposu [106].

Ha ocHoBaHMM cMUCTEMATMYECKOW OLEHKM TOYHOCTU Mo-
CeBa MyMoOBMHHOM KPOBW [ IUArHOCTUKM PaHHero HeoHa-
TaNbHOr0 Cerncuca YCTaHOBIEHO, YTO aHHOe UCCNeA0BaHMe
obnapaet bonee BbICOKOW YyBCTBUTENILHOCTLI M COMOCTaBU-
MOW CMeunMdUYHOCTBI0 AS1S AMArHOCTUKM paHHero cencuca
HOBOPOX/EHHbIX N0 CPABHEHNIO C NOCEBOM MepUdepUyecKoil
KpOBM, 4TO N03BONISET U3bEXKaTb PUCKa ATPOreHHOW aHeMUH

Ta6nuua 10. 06beM KPoBY, peKOMEHAYEMbIN [J151 DAKTEPUONOrUYECKOro UCCNeLOBaHUS Ha CTEPUIIBLHOCTL
Table 10. Blood volume recommended for bacteriological sterility testing

PekomeHayeMblii 06beM Kposu
Konuuectso ana nocesa, n flona ot OLIK
Bec tena, kr / | OLK nauwenta, mn / / Recommended volume blood naumenta, % /
Weight, kg CBV, ml Qnakorios for culture, mL Evaluation of
' ' Number of bottles - I 0
cnakon N2 1/ | dnakoH Ne 2 / | oBuuwit o6bem nipo6l / | Patient’s CBV %
bottle No. 1 | bottle No. 2 | total sample volume
<1 50-99 1 2 - 2
1,1-2 100-200 2 4
22,1 >200 2 4 2 6
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1 MOXeT BbITb MCNONb30BaHO B KA4eCTBE AUArHOCTUYECKOrO
MHCTPYMeHTa paHHero cencuca [68].

OnTUManbHbIi pe3ynbTaT AMarHoCTUKK bakTepuemum fo-
CTUraeTcs NpU UCMOMb30BaHUU CTaHAAPTU3UPOBaHHbIX (na-
KoHoB (abpuyHOro Npon3BoACTBa C 0BOralleHHON NuTaTesb-
HOM Cpe 0¥, NpeHa3HAYeHHbIX 1S UCMOMb30BaHUA Y LETell.
Bo Bcex cnyyasx, KpoMe Mof03peHUs Ha aHaspobHY UH-
deKumio, creayeT Ucnonb30BaTb hnakoHbl Ans aspobHoro
remMoKynbTvmpoBanus [80, 109].

Mpu mocTaTo4HOM 06beMe KpOBW [ NOCeBa PeKOMEH-
LYEeTCA UCMOMb30BaTh He MeHee ABYX (NIaKOHOB, MEX[Y KO-
TOpbIMM Npoba paBHOMepHO pacnpepensetcs. Moces Kposu
TONLKO B OJMH (GNaKOH He PEKOMEHAYETCS, NOCKOMbKY 3T0
MPUBOAMT K MOCEBY HEJ0CTaTOYHOro 0bbeMa KpoBM W onac-
HOCTM MPOMYCTUTb CyLLLECTBEHHOE KOJIMYECTBO CryyaeB bak-
TEpPUEMMI, @ TaKIKe K OTCYTCTBUIO BO3MOXXHOCTU UCKITIOUEHUS
C/lyyaeB KOHTaMMHaUMK 0bpasuia.

OrpaHuyeHMeM MeTOAa reMOKYNbTUBUPOBAHUS ABNS-
eTCA A/MTENbHOCTb UccnefoBaHua. [laxe B ONTUManbHbIX
YCNOBMSX C MOMEHTa [JO0CTaBKU Npob Ha uccnefoBaHWe [0
Mnosy4YeHns MHHOPMaLMU O HaMYUW POCTa MUKPOOPTraHK3-
MOB MPOXOAMT He MeHee 6—8 u, HeobxoauMbIX Ans pas-
MHOXEHWUS MMUKPOOPraHu3MOoB; [AOMOJIHUTENIbHOE BpeMs
Tpebyetca ons maeHTMUKaLMM naToreHa W onpegeneHus
ero YyBCTBUTENIBHOCTM K aHTUbuoTukaM. C yyeToM 3aua-
CTYI0 HEKpPYrNOCYTOYHOro pexuMa paboTbl MUKpobuonoru-
yeckux nabopatopuin 0bLiee BpeMs MUCCef0BaHUS MOXET
LOCTUraTb HECKOJIbKMX CYTOK. BMecTe ¢ TeM HeoTnoxHoe
WHdOpPMMpOBaHMe Nevaluero Bpaya 0 dakTe pocTa npob
KpOBM, a TaKKe [aHHble MUKPOCKOMMYECKOro 1ccneoBaHus
MepBMYHOI TeMOKY/bTYPbI C OKpackon no lpamy AatT wuc-
KIIOYUTENbHO BaXKHYH MHGOPMaLMio Ans 00beKTUBM3aLmu
aHTUBMOTUKOTEpPaNUU.

CyLLiecTBEHHO YCKOPUTb MOMy4eHWe pesyfbTata UAEeH-
TUUKaLMM B030yAMUTENs B MEPBUYHOI FEMOKYNbTYpe Wu
UUCTOM KymbTYpe MMKPOOPraHW3MOB BO3MOXHO C MpuMe-
HeHneM MeToaa MALDI-TOF macc-cnektpometpum [18, 80].
Kpome Toro, ans ycKopeHus 3TMONOMMYECKOW LMarHoCTu-
KW MOryT ObiTb MCMOMb30BaHbl MOJEKYNSAPHbIE METOAbI
[16, 18].

B 3aBucuMMocTH OT BbISBNEHHOTO MAM MpeAnonaraeMoro
ovara MH@EKLMM, MOMUMO MOCeBa KpoBW, CriedyeT obecne-
UWTb HEMeAJIEHHOEe WCCNef0BaHWe COOTBETCTBYIOLMX MPob
Buomatepuanos Ans MUKpPOBMONOrMYECKOr0 UCCNeA0BaHUA
(TpaxeanbHoro acnupara, bpoHX0anbBeONSIPHOrO NaBaxa,
NMKBOPa, MOYM, OTAENIAEMOr0 Mo ApeHaxy u Ap.). He peko-
MeHayeTcs BpaTb Masku C MOBEPXHOCTW KOXM [NIA nocesa
NPV OTCYTCTBUM KJIMHUYECKUX MPU3HAKOB NOKaNbHON MHGbEK-
LIMM KOXKU W MATKUX TKaHeM.

Mpy NOLO3peHNN Ha UHEKLMIO LIeHTPaNbHOM HEepBHOIA
cucteMbl (LHC) uenecoobpasHo BbIMOHWTL MOCEB KPOBM
W nnKBeopa [44, 127].

Y HOBOPOX[JEHHbIX B KPUTUYECKOM COCTOSIHUM, KOr-
[a Ha nobble BO3ENCTBUS OTMEYaeTCs 3HauuMoe YXya-
LUeHMe TeMOAMHAMUKM W/unu rasoobmeHa, noMbanbHas

Tom 15,N0 4, 2024
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MYHKLMS MOXKET BbITb 0TN0XeEHa 0 CTabunnsaumum cocTosHus

[39, 40].

+ BceM HoBopoxaeHHbIM € aKTopaMu pucKa pasBuTUSA
cencuca, cencucoM n CLU pekomeHayeTcs npoBeneHue
MWKPOOMOOrMYecKoro (KynbTypanbHOro) uccnesoBaHus
Ma3KoB M3 3eBa M MPAMON KWLLIKM Ha aspobHble u da-
KyNbTaTUBHO-aHa3pObHbIe MUKPOOPraHU3Mbl C LeNbio
CKPUHWHIa KONMOHWU3aLMU NOJIMPE3NCTEHTHBIMU BO3bYaU-
TENSIMU U BbIIBJIEHWUS TEHETUYECKUX MapKEPOB aHTMBWO-
TUKope3ucTeHTHocTM [15, 17, 59, 74, 84, 101, 144, 150,
152, 153, 186, 200].

YpoBeHb ybeauTenbHOCTU pekoMeHpaumii C (ypoBeHb

[0CTOBEPHOCTU [0Ka3aTenbcTB — 3).

KomMeHTapuid. PasBuTie no3aHero HeoHaTtanbHoro cen-
cuca accouMMpOoBaHO MPEUMYLLLECTBEHHO € FOCMMTaNbHbIMU
LUTaMMaM1 MUKPOOPraH13MoB [74].

Hanbonee wyactbiMu B03byauTENsSMM Npu 3TOM £B-
NATCA  MONUPE3NCTEHTHblE NpeAcTaBUTeNn nopagKa
Enterobacterales, Pseudomonas aeruginosa w ppyrve He-
(bepMeHTUpYtOLLMe rpamMoTpuLaTenbHble bakTepuu [74, 153,
186, 200].

Mpn Hannumm Takux QaKTOPOB PUCKA, KaK MpeLLecTByto-
LLiee CTaUmMoHapHoe NieyeHme, ocobeHHo B OPUT, npepLuecTsy-
l0LLan aHTUbaKTepuanbHas Tepanus, BO3MOXHA KONOHM3aLms
MaLMeHTOB MyNbTMPE3UCTEHTHOM MUKpodopoii. Mpu 3aHoce
B CTALMOHap TaKWUX YCTOWUMBbIX K aHTUMUKPOOHbLIM mpenapa-
TaM MUKPOOPraHU3MOB CO3JAKTCA NPeAnochbiTKU Afs BO3-
HWKHOBEHWUS! FOCTIMTANIbHBIX BCTbILLEK, @ TaKKe YXYALIEHMS
MWKPOBMOIOrMYECKOro Nensaxa craunoHapa [60, 144].

B cBA3M C 3TMM peKoMeHayeTCA NPOBOAMTb BXOASALLWNA
CKPWUHWHT MaToNOrMYecKonm KOMOHM3aLMM HeCTepuibHbIX
JIOKYCOB OpraHW3Ma MocpefCcTBOM B3ATUS MasKOB U3 3eBa
U/MAM NPAMOI KULLKW, BbIAENASA CleayioLLme «mpodsieMHbIe»
MWUKPOOPraHU3Mbl: METULMIIIMHOPE3UCTEHTHBIN 30J10TUCTbIN
CTadUNOKOKK, BaHKOMULMHOPE3UCTEHTHBIA 3HTEPOKOKK,
3HTepobaKTepun — MpoLYyLEHTbI B-naKkTamMa3s pacLuMpeH-
HOro CreKTpa AeicTBus 1 KapbaneHeMas, NoNUpe3nCTeHT-
Hble rpaMmoTpuuatenbHble HedepMeHTUpylowme bakTe-
pun (kapbaneHeMopesncTeHTHble u3onAThl P. aeruginosa,
Acinetobacter baumannii, ycToiuMBble K TPUMETONPU-
My-cynbdameToKcaszony wWTaMMbl Stenotrophomonas
maltophilia).

LienecoobpasHo Takxe onpegeneHne reHeTUYeCKUX Map-
KepoB YCTOWYMBOCTM K aHTUMUKPOOHBLIM Npenapatam [15, 17,
84, 100, 152].

PesynbTaTbl CKpUHWHIA He [OMKHBI ObiTb OCHOBaHUEM
ONs Ha3HauYeHUs aHTUMMKPOBHOM Tepanuu Mpu OTCYTCTBUM
MPU3HaKOB UHPEKLIMOHHOTO NPOLLecca, Ho MOryT bbITh yuTe-
Hbl MPX Ha3HAYEHWM 3IMMUPUYHECKON Tepanuu B Cliy4ae Ma-
HudecTaumm nHdekuumn. KpoMe Toro, AaHHble, noayyaeMble
NpW CKPUHWHTE, ABMAKTCA YacTbl MUKPOBMONOrMyecKoro
MOHUTOPUHIA U ONPeSENsT KOMMEKC NpOTUBO3NULEMM-
UECKWUX MeponpusTUi, KoTopble HeoBXoaMMO MPOBECTU NpH
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roCAUTanM3aLyMN NauMeHTa, KOIOHU3MPOBAaHHOMO NOANpesN-
CTEHTHOM (nopoil .

2.4. UHcTpyMeHTanbHble AUArHoCTMYECKME UCCeso-

BaHUA

« [lna onTuMm3aumMm MHGPY3MOHHON, MHOTPOMHOM M Ba3o-
NPeccopHoii NOAJEPIKKM HOBOPOXAEHHOMY C CENCUCOM
peKoMeHAyeTcs NpoBeAeHNe axoKapavorpadum [142].
YpoBeHb ybeputenbHocTM pekoMeHpaumi C (ypoBeHb

AO0CTOBEPHOCTW A0Ka3aTeNbCTB — 9).

KommeHTapuii. CBoeBpeMeHHas auarHoctuka CLU y Ho-
BOPOXAEHHbIX 3aTPyHEHA TeM, 4To CEMncucC MpoTeKaeT Ha
QoHe u3MoNoOrMUECKMX MM [e3afanTUBHbIX U3MeHe-
HWW CepAeyYHO-COCYAMCTOM CUCTEMBI, MPUCYLLMX PaHHe-
My HeoHaTasbHOMy nepuogy. Bmecte ¢ TeM KMHMYecKue
NposIBNIEHMs CEencuca MOryT COBMajaTb C KJIMHWUYECKM-
MU NPOSBAEHUAMU TEMOLMHAMUYECKUX HapYLLUEHWA Npy
BPOXAEHHbIX MOPOKax CepAua, MHCTPYMeHTanbHas Aua-
FHOCTMKA KOTOPbIX MOXET ObiTb He BCEra BO3MOXHOM Ha
HayanbHOM 3Tame Tepanuu. B cBA3n ¢ 3TMM owmbouHas
pvarHoctuka CLU v npoBeaeHne MaccuBHOW MHGY3MOHHOM
Tepanuu Npu [eKOMMEHCUPOBAHHBIX BPOXAEHHbIX MOPO-
Kax cepALa MOXeT UMeTb KaTacTpouuyeckve nociefcTBus
ANS NaumeHTa.

B cucteMaTuueckoM 0630ope MpOLEMOHCTPUPOBAHO, YTO
Y HOBOPOXX/EHHBIX C CENCUCOM UMEETCS BbICOKUN PUCK ne-
FOYHOM FUMEPTEH3UW WU/MAM LUACTONMYECKON AUCHYHKLMM
NEeBOro KenyfouKa. B dasy «Tensnoro» LWoKa 0TMeYanocb
3HaumMTesIbHOE YBENMYEHME CepaeyHoro Beibpoca [142].

JxoKapavorpadus nepes MHULMaLMEN reMofuHaMuue-
CKOM MOJEPKKM NO3BOSIAET UCKIUMTD AYKTYC-3aBUCUMBINA
KPUTMYECKUIA BPOXLEHHBIA MOPOK CepAaLa, reMouHamMuye-
CKW 3Ha4MMbIA NepUKapamanbHbIi BbINOT, BepudULMpOBaTh
runoBoNeMuio, AUCPYHKLUMIO MUOKapAa, Nepudepuyeckyto
Ba3oAunaTtaumio, NepCUCTMPYIOLLLYIO IErOYHYI0 TUNEPTEH3NIO,
BHYTPW- 1 BHeCEpAEeYHble KOMMYHWKaLMK, a TaKxKe Hanpas-
nenve wyHTta [108, 142].

+ Y BCEX HOBOPOXAEHHbIX C CEMCUCOM W KIMHUYECKUMM
Mpu3HaKaMW pecrMpaTopHOro AMCTPecca peKoMeHayeT-
sl peHTreHorpadus nerkux u 063opHas peHTreHorpadms
OpraHoB OpIOLWHOW MOMOCTM C LESbI0 UCKIOYEHUS UH-
QUNbTPaTUBHBIX M3MEHEHWI B JIErKMX, MHEBMOTOPAKCA,
COMyTCTBYHLMX 3aboneBaHUi U BPOXAEHHBIX MOPOKOB
passutua [14, 20, 64, 184].

YpoBeHb ybeamuTenbHOCTM pekoMeHpaumii C (ypoBeHb

LOCTOBEPHOCTW A0Ka3aTenbcT — 5).

KomMeHTapui. PecnupatopHbii guctpecc Ha ¢oHe
MHEBMOHWUM — Haubonee YacToe KIMHUYECKOe NpOsBEHWE

! Metoaunueckne pexomenaaumu MP 3.1.0346-24 «Oprannsaums
1 MpoBefeHNe MUKPOBMONOTMYECKOTO MOHUTOPUHTA B MeAMLIMHCKIX Op-
raHusaumsx». (yr8. ®efepanbHoi cnyxboi no Hap3opy B chepe 3aLLuTbI
npas noTpebuteneil u 6narononyuus yenosexa 26 anpens 2024 r.). Pexum
poctyna: https://www.garant.ru/products/ipo/prime/doc/408994558/ (nara
obpallenms 06.11.2024).
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paHHero HeoHaTajIbHOrO Cencuca, YTo Tpebyloliee Npo-
BEJEHNA PEHTreHONOrMYECKOr0 WCCNeA0BaHNUs C Lefbio
OLeHKM CTeneHW BbIPaXKEHHOCTU MHOUNLTPATUBHBIX W3-
MEHEHWUI N UCKJTIOUYEHUS BO3MOKHbIX OCNOMKHeHuUH [14, 20,
64, 184].

Y Bcex HOBOpOXEHHBIX ¢ cencucom u CLL pekoMeHayeT-
€Sl NpoBe/ieHNe YNbTPA3BYKOBOr0 UCCNEA0BAHNS OPraHoB
OpIOLLHOIA MONOCTM (KOMM/IEKCHOr0) M HelipocoHorpadum
C LeNb0 UCKITKYEHWS NaToNIorUu BHYTPEHHWUX OpraHos,
MPOLOJIKAIOLLErocs KPOBOTEYEHMS, MEHUHIUTA, BHYTPH-
YeperHbIX KPOBOM3MUSHWA U TUMOKCUYECKM-ULLEMUYE-
CKOro NopaxeHus rofloBHoro Mosra [2, 14, 20, 64].
YpoBeHb ybeaMTeNbHOCTM peKoMeHaaumii B (ypoBeHb

[0CTOBEPHOCTU [0Ka3aTenbcTB — 3).

KoMMeHTapuii. Y He[OHOLIEHHbIX HOBOPOXAEHHbIX
C 04eHb HU3KOW M IKCTpEMasnbHO HU3KOW Maccoil Tena Bepo-
ATHOCTb peanu3aLmm paHHero HeoHartasbHoro cencuca u CLU
Hanbonee BbICOKA, MPY 3TOM YacTOTa Pa3BUTUS MEHMHIUTA
Y HUX HaMHOrO BbILUE, YeM Y AOHOLUEHHbIX HOBOPOX[EH-
HbIX [2, 14, 20]. Kpome 3toro, Ha oHe nporpeccupoBaHus
MH(EKLIMOHHO-BOCNaNNTENbHOMO MPOLECCa U arpeccBHBbIX
MeponpuATUiA NPOTUBOLLIOKOBOW TepanuuM PUCK PasBUTUS
BHYTPUMKENYA0UKOBBIX M BHYTPUYEPENHbIX KPOBOM3NUAHMI
KpaliHe BbICOK, 4TO TPebyeT 1X CBOEBPEMEHHOTO BbISIBJIEHUS,
MOCKOJIbKY OHU TaK3Ke MOTYT ObITb MPUYMHOI TXKENbIX FeMO-
AVMHAMUYECKMX HapyLUeHWii [64].

+ BceM HoBOpoXAEHHBIM C CencMcOM, MOJO3PEHUEM Ha
Hero u CLLI pekoMeHAyeTcs NpoBeAeHUE CYTOUHOrO Npu-
KPOBaTHOT0 MOHWUTOPMPOBAHUA XM3HEHHbIX (YHKLMIA
1 napaMeTpoB (4acToTa cepLeYHbIX COKpaLLEHWUH, YacToTa
AblXaHus, apTepuanbHoe Aasnenue, Sp0,, TeMmnepatypa
Tena, AMypes) 41 CBOeBPEMEHHOI0 Ha3HaueHNsl CUMNTO-
MaTWUYeCKOW W 3TUOTPONHOI Tepanuum [2, 14, 20, 64].
YpoBeHb ybeaMTeNbHOCTM peKoMeHaaumii B (ypoBeHb

[0CTOBEPHOCTU [0Ka3aTenbcTB — 3).

2.5. NHble amuarHocTuyeckue uccneoBaHus

lpn HasHayeHMM HOBOPOXKAEHHbIM C cencucom u CLU
NIeKapCTBEHHbIX NPEenapaToB, NPUMEHSIEMbIX B COOTBETCTBUM
C NoKa3aTeNisAMK (XapaKTepUCTUKaMM) NIEKApCTBEHHOTO Npe-
napata, He YKa3aHHbIMU B MHCTPYKLMM MO €ro NpUMeHeHUo
(off-label), ¢ uenblo UCKYEHMS HEraTMBHBIX NOBOYHBIX 3¢-
(EeKTOB IEKAPCTBEHHBIX NPenapaToB, PEKOMEHAYeTCS KOH-
CynbTaumsi Bpaya — KIMHUYeCKoro apmakonora [96, 197].

YpoBeHb ybeaMTeNbHOCTU peKkoMeHpaaumnin 2 (ypoBeHb
AOCTOBEPHOCTM [J0Ka3aTenbcTe — A).

KoMMeHTapuiA. B npocneKTMBHOM paH[0MU3MPOBAHHOM
[BOHOM CNIenoM muccnefoBaHuy 6biio NpoAeMOHCTPUPO-
BaHO, YTO y4acTue Bpaya — KMHMYeCKoro dapmakosora
B JIEYeHUM NaumneHToB B HeoHaTanbHoM OPUT cnocobeteyet
YMEHbLLEHUIO YacTOTbl HEraTUBHbIX NOOOYHBIX 3D dEKTOB Ne-
KapCTBEHHbIX NpenapaTos.
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3. IEMEHWUE, BKJTIOYAA
MEJUKAMEHTO3HYIO

W HEMEJUKAMEHTO3HYI0

TEPANWWU, OUETOTEPANMUIO,
ObE3B0/IUBAHUE, MEAULIMHCKUE
MOKA3AHUA U NPOTUBONOKA3AHUA
K NPUMEHEHWUIO METO0B JIEHEHUA

3.1. KoHcepBaTuBHOe neyeHue
3.1.1. AHTMMMKpOGHas Tepanus

 BceM HoBopoxaeHHbIM ¢ cencucoM, CLL unm noo3pequ-
€M Ha HWX C LieNbio 3TUOTPOMHOTO JIEYEHNS peKOMeHAY-
eTcs HasHayaTb aHTMDaKTepuanbHylo Tepanuio, KoTopyto
HeobX04MMO HauuHaTb B MaKCMMaslbHO paHHUE CPOKM.
OnTUManbHbI BapuaHT — B TEYEHWEe OAHOr0 Yaca no-
CNne yCTaHOBNEHMA anarHosa [27, 157].
YpoBeHb ybenuTeNbHOCTM peKoMeHaaumin B (ypoBeHb

LOCTOBEPHOCTW A0Ka3aTenbcT — 3).

KomMeHTapuii. YcTaHoBNEHO, YTO BBEJEHME MPOTUBO-
MMKPOOHBIX NMpenapaToB cUCTEMHOrO AelicTeusa (kog ATX J)
B TeYeHWe nepsbIX 3 Y Noc/e AUArHOCTUKM Cencuca 3Hauu-
TeNbHO MOBbILIAET MOKA3aTeNn BbIKXWBAEMOCTU W CHUXKAET
4acTOTy OCNOXHEHUI — HEKPOTU3MPYIOLLLEr0 3HTEPOKONMTA,
bpoHxoneroyHon aucnnasuu [27, 157].

HecMoTpsi Ha oTCyTCTBME CTPOrvX LOKA3aTesbHbIX AaHHBIX,
MaKCUMaJIbHO paHHee Hayaso aHTUMUKPOBHOW Tepaniv MOXKeT
paccMaTpuUBaThCs B KauyeCTBe PEKOMEHAYEMOro Meponpus-
WS NPX COOTBETCTBYHLLUMX COCTOSHMSX. OCHOBHOE BHWUMaHWe
LOIMKHO ObITb YAENEHO BbISBMIEHMO HOBOPOXKAEHHBIX LeTen
C BbICOKWUM PUCKOM MHbEKLMM 11151 060CHOBaHMS 3MNUPUYECKOM
aHTUMMKPOB6HOM Tepanuu. CyLecTByeT NepcoHanM3VUpOBaHHbIN
MOAX0S, C MHAVBUAYaNbHBIM NPOTrHO3MPOBAHUEM PUCKA pa3Bu-
TUSI HEOHATaIbHOrO CEMci1ca B 3aBUCUMOCTY OT recTaLMoHHOT0
Bo3pacta [99]. Ha HauanbHOM 3Tane peKOMeHAyeTcs HasHave-
H1e IMMMPUYECKO aHTUMUKPOOHOI TEpanm C UCMONb30BaHUEM
NeKapCTBEHHbIX CPeiCTB, BO3LENCTBYIOLLMX Ha Hanboree Bepo-
ATHble natoreHbl. [locne noeHTMdKKaLMM NaToreHoB U onpefe-
JIEHWS WX YYBCTBUTESIbHOCTU K MPOTUBOMUKPOOHBIM Mpenaparam
cucteMHoro aencTaus (Kog ATX J) peKoMeHyeTcs KoppeKuus
3IMMMPUYECKOI aHTUMUKPOGHOI Tepanum npu HeobxoaMMoCTu.

B KnnHMUYecKoM NpaKTuKe 3a4acTylo He MpeAcTaBnseTca
BO3MOHBIM DbICTPO YCTaHOBUTL BO3byauTENs, HO Hauyme
MpU3HaKoB MHPEKLIMOHHOrO MpoLiecca TpebyeT oT Bpaya npu-
HATUA HeMeAJIeHHOr0 Ha3HaYeHWs aHTUMMKPOBHOI Tepanuu,
YUUTbIBaA AaHHble O BEPOSTHOM MOBLILLEHUM BbIKMBAEMO-
CTU NpU paHHEM cTapTe aHTUMMKPObHoW Tepanuu [27, 99].
[leneHne MHGEKLMIN HOBOPOXKAEHHBIX HA PaHHWE U MO3LHME
MOMOraeT OMPefenuTb TaKTUKY 3MMUPUYECKOW Tepanuu,
MOCKOJIbKY OHU UMET PasfiuyHble MPUYMHBI U 3TUONIOTUIO.
OcHoOBHbIMW baKTepuanbHLIMU MUKPOOPraHU3MaMu, Bbi3bl-
Batowmmu PHC, sensiotcsa Streptococcus agalactiae, E. coli,
Staphylococcus aureus, Listeria spp. [56, 82, 143].
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31 MMKPOOPraHWU3Mbl YacTo KOSIOHU3UPYIOT W ABNSIIOTCS
OCHOBHbIMW BO30YAMUTENAMM UH(EKLMIA FEHUTANBHOIO TPaK-
Ta 6epeMeHHbIX MEHLLMH, NPUBOASA K MHGOMLMPOBAHMIO OKO-
NONNOAHBIX BOA, BOCXOAALMM MyTeM. IMNMPUYECKas CXeMa
CTapTOBOW AHTUMMKPOOHOM Tepanuu Mpu MOLO3PEHUM Ha
PHC ponxHa 6bITb HanpaeieHa Ha 3IMMUHALMIO YKa3aHHbIX
MWKPOOPraHM3MOB C y4eTOM MpeAnosiaraemMoro npoduns ux
uyBCTBUTENBHOCTM [41, 56, 83, 143].

B KauyecTBe CTapTOBOM aHTMbaKTepuanbHOM Tepa-
nn 0BbIYHO MCMONb3yeTcs KOMOMHaUMs amnuuunam-
Ha (kop, ATX JO1CA) c aMUHOMIMKO3MIaMN — FeHTaMULIMHOM,
aMuKaLwmHoM (kop ATX JO1GB), obnapatowas CMHepru3Mom
B OTHOLLEHUM YKa3aHHbIX Bo3byauTenen [95]. AMUHOrMKO-
3uapl (kog ATX J01G) BbICOKO3(hEKTHUBHBI NPOTMB BHEOONb-
HWUYHbIX M301ATOB DaKTepuid, Takux Kak E. coli, Enterobacter,
Klebsiella, Proteus spp., P. aeruginosa [173].

B KayecTBe anbTepHaTUBbI MPW MOLO3PEHUN HA MEHWH-
TUT BO3MOXHO WCMOMb30BaHWe LedanocnopuHoB TPeTbero
nokonenus (kog ATX JO1DD) B cBS3M C NyYLUMM NPOHUKHO-
BeHneM B LIHC, ogHaKko ux pyTWHHOe 3MnMpuueckoe npu-
MEHEHWe He PEeKOMEHAYeTCS W3-3a MOBBLILLIEHHOTO PUCKA
pa3BUTUS Pe3UCTEHTHOCTU. B To e BpeMs LedanocnopuHsi
TpeTbero nokonenus (kog ATX JO1DD) He obnapaioT 3Hauu-
MO 3QHEKTUBHOCTBIO MPU NIEYEHUM UHDEKLMN, BbI3BAHHBIX
L. monocytogenes [44].

LUedoTtakcum (kon ATX JO1DDO1) pexomeHAayeTcs
B KayecTBe LedanocnopuHa nepBoN JIMHUK, MOCKONbKY
uedtpuakcoH (Kog ATX JO1DD) npoTvBOnOKasaH HOBO-
POXOEHHbIM K3-33 €ro BLICOKOW CTEMeHU CBA3bIBAHUS
c benkamu, KoTopble MOryT BBITECHATb OMAMPYOUH U3
Y4aCTKOB CBSA3bIBaHWA C anbOyMUHOM, Bbi3biBas Oonee Bbl-
COKYH KOHLieHTpaumio cBobogHoro bunupybuHa ¢ nocneny-
IOLMM HAKOMMIEHMEM B TKaHSX, MOBbILLIAS PUCK pasBUTUS
wentyxu [79].

HeobxoaMMo OTMETUTb BO3MOXHOCTb OMACHOr0 B3au-
MoJencTeua Mexay uedtpuakcoHoM (kog ATX JO1DDO04)
M CONAMW Kanbuus NpU MX COBMECTHOM BBE[EHWM, KO-
TOpOe COMPOBOXAAETCS NpeLunuTaLmMelt Kanbuus, Bbl-
3biBas Cepbe3Hble MOobOYHbIE SBNEHMS, TaKWe Kak
aMbosus [167].

YuuTbiBas yBENMUYEHWNE YaCTOThI BbISBNEHUS YCTOAYUBOM
K neHuumnnnHam E. coli v METULMANMHOPE3UCTEHTHBIX Koary-
Na30HeraTMBHbIX CTahMIOKOKKOB KaK Bo3byauTeneil paHHero
¥ MO3JHEro HeoHaTanbHOro Cencuca, Bo3MoXHa Moaudu-
Kauusi CXeM JIeYeHUs! C MPUMEHEHUEM KOMOMHaLMW neHu-
UMNMHOB C MHrbuTopammn B-naktamas (Kog ATX JO1CR):
aMnuumnamnH + cynobaktam (kog ATX JO1CROT), nune-
paumnnuH + Tasobaktam (kog ATX JOTCRO5) wu ppyrue
B-naKkTaMHble aHTMOaKTepuanbHble npenapatbl (Kop ATX
JO1D): uedotakcum + cynbbaktam (Kog ATX JO1DD51), ue-
donepasoH + cynbbakTaM (kog ATX JO1DD62) B KoMOUHaLMK
¢ BaHKOMMLMHOM (Ko, ATX JOTXA), TefikonnaHuHoM (Kog ATX
JO1XA02) nnm nuHesonmaoM (Kog ATX JO1XX08) [18, 78, 92,
114, 150].
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Mo3aHMIA HeoHaTaNbHbIA CeNcUC, Kak MpaBuio, passu-
BaeTCs Y HOBOPOXAEHHbIX AETel, KOTOpbIM noTpeboBanach
pnutenbHas MBJ1 unn nieasmeHble npouenypsl. B 60abLwmnH-
CTBE C/ly4aeB ero BbI3bIBAT NATOreHbl, NPUOBPETEHHbIE B YC-
NOBUSAX CTaLMOHapa U XapaKTepU3yIoLLMECS YCTONYMBOCTbIO
K NMPOTMBOMMKPOBHLIM NpenapaTtaM CMCTEMHOrO AeHCTBUS
(ko ATX J). Mo paHHbIM psiaa UcciefoBaHWiA, B pa3BuBalo-
LUMXCS CTpaHax NO3LHWUIA HEOHATaMbHBIN CENCUC Bbi3bIBAeTCS
MpeyMyLLECTBEHHO rPaMoTpULaTENbHBIMU HaKTEPUAMM U KO-
arynasoHeratvBHbIMK cTadmnokokkamm — CoNS [31, 101,
153, 200].

B KoroptHoM MHoroueHTpoBoM uccnegoBaHun NeoOBS
Hanbonee pacnpocTpaHeHHbIMKU BO3bOYAMTENAMM M03[-
Hero HeoHaTasbHOro cencuca sBnsnauce K. pneumoniae,
A. baumannii, E. coli, Serratia marcescens v Enterobacter
cloacae [150]. Y BbiaeneHHbIX M30MIATOB YacTo Habnwopa-
eTcs ycTonumMBoCTb K amnuummiuHy (kog ATX JO1CAOQT),
rentamuumndy (kog ATX JO01GBO03), uedanocnopuHam
(kom ATX JO1DB, JO1DC, JO1DD, JO1DE) n kapbaneHeMam
(kog, ATX JO1DH) [91].

B cnyyae, ecnu Bo3byauTensMm No3gHero HeoHaTanbHoro
cerncuca CTaHoBATCA rpamMoTpuLiaTesNbHble MUKPOOPraHM3Mbl,
He NpoayumpytoLLme (-naKTaMmasbl pacLUMPEHHOro CMEKTPa,
COXpaHsIoLLMe aHTUOMOTUKOYYBCTBUTENBHOCTL K Liedanocno-
puHam (Kog ATX JO1DB, JO1DC, JO1DD, JOTDE), ux npumeHe-
HWe Hanbonee onpaBaaHHo: LedTasmanm (koa ATX J01DD02),
uedenum (Kog ATX JOTDEQT).

TeHaeHUMeN NocneHNX NIET CTaN0 3HAYMMOE YBENMYEHWE
AO0NV rpaMoTpuULaTeNbHbIX BaKTepuii B CTPYKTYpe HO30KOMMU-
anbHbIX NaToreHoB. B co0TBETCTBMM C HALMOHANBHOW KapToiA
aHTMOMOTMKOPE3UCTEHTHOCTM (WWw.amrmap.ru) B nepuos,
2020-2022 rr. Ha HuX npuxoaunoch 78 % B obLueli CTpyKType
B030yauTeNnen rocnuTanbHbIX MHBEKLMA Y BONbHBIX NEPBOro
oA XW3HW, NpU 3TOM A0NS 3HTEpObaKTepuin B CTPYKType
BCeX NaToreHoB cocTaBuna 46,7 %, CMHErHoWHoM manod-
KM — 16 %, aumHetobakTepuit — 4,3 %. [laHHble MUKpo-
OpraHW3Mbl XapaKTepu3yloTCA HanuuMeM pa3HoobpasHbIX
MeXaHU3MOB YCTOMYMBOCTU K aHTMOMOTUKaM, KoTopble, 3a-
4acTylo peanusysacb B KOMbMHaLMsAX, CNocobHbI 3G PEKTUBHO
NPOTUBOCTOATL OONBLUMHCTBY UMEIOLLMXCS B COBPEMEHHOM
apceHarne cpeacTB. Bbicokas yactoTa npoayKumv B-naktamas
pacLUMpeHHOro CcneKkTpa Yy 3HTepobakTepuin (0cobeHHo
y K. pneumoniae), nepeBena KapbaneHeMsbl (kog ATX JO1DH)
U3 paspsga npenapatoB pe3epBa B cpefcTBa Bbibopa npu
JIeYeHNN NALMEHTOB C MHGDEKLMAMY, BbI3BAHHBIMU [aHHbIMU
Bo30yauTensmu [22].

LLinpokoe ¥ 3a4acTyld HepauMOHanbHOEe NpPUMEHEHUE
KapbaneHemos (kop, ATX JOTDH) cnocobeToBano nosene-
HWI0 W pacnpoCTPaHEHMIO YCTOMYMBOCTM K HUM. CepbesHas
npobnema TakKe — MH EKLMK, 06YCNIOBNEHHbIE YCTONUMBI-
MU K KapbaneHemaM (kog ATX JO1DH) HedbepMeHTUpYIOLWM-
MW rpaMoTpuLLaTeNlbHbIMU DaKTepusMu, B NepBY0 04Yepefb
P. aeruginosa v A. baumannii [61, 103, 105].

YcToiuMBOCTb rpamMoTpuuaTenbHbiX bakTepuin K Kap-
baneHemaM (kog ATX JO1DH) obycnoBneHa pasivyHbIMM
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MexaH13MaMu 1 UX COYETaHWAMM, BKITKOYas HapyLUeHWe Npo-
HWLL@eMOCTU KIIETOYHOM CTEHKM, 3QNIOKC U GepMeHTaTMB-
HYH0 MHaKTMBALMIO, KITOYEBYHO POJTb NPY KOTOPOIA UrpaeT npo-
AyKuMa KapbaneHeMas. B cooTBETCTBMM C KnaccuduKaLmen
Ambler BblenaoT 4 MonekynApHbIX Knacca f-naktamas —
cepuHoBble (A, C, D) u MeTannogepMeHThl, MMeloLLMe aToM
LMHKa B aKTMBHOM LieHTpe (B). ®epMeHThl TMNa AmpC (Mo-
nekynspHblA Knacc C), xapakTepHble Ans 3HTepobakTepuii
u P. aeruginosa, BEMOHCTPUPYIOT MPEUMYLLECTBEHHO M-
aponu3 uedanocnopuHoB. Knacc A npepctaBneH pspoMm
(epMeHTOB pasnuuHoro cybctpatHoro npoduns, BKIO-
yas B-naktamasbl pacwwupeHHoro cnektpa (BJIPC), o6-
YC/IOBNMBAIOLLME YCTOMYMBOCTb 3HTEPODAKTEPUIA KO BCEM
beTa-nakTaMHbIM aHTMBMOTMKaAM, KpoMe KapbanmeHemoB
(kom ATX JO1DH), a Takke kapbaneHemasbl KPC (Klebsiella
pneumoniae carbapenemase) v GES (Guiana Extended-Spec-
trum), BcTpevatowmecs y aHTepobakTepuin u P. aeruginosa.
Knacc D BrtouaeT kapbaneHemassl Tuna OXA (oxacillinase-
type betalactamase), xapakTepHble i NpeLCTaBUTENEl No-
paaka Enterobacterales v aunHetobakTepuii. MeTannobeta-
naKTaMasbl BCTPEYaloTCA NpenMyLLeCTBEHHO Y P. aeruginosa
W 3HTepobaKTepuit, UMEIOT LUMPOKUNA CMEKTP FMAPOAMTUYE-
CKOM aKTMBHOCTM, BKJIloYas KapbaneHeMsbl (koa ATX JO1DH),
HO OHM HEaKTMBHbl B OTHOLIEHUM MOHOOaKTaMoB
(kop ATX JO1DF). BoisBneHue npopykuuu kapbaneHemas
[enaeT HelLenecoobpasHoit MoHoTepanuio KapbaneHema-
Mu (Kog ATX JO1DH), naxe npu Hanmumm eHOTUNUYECKOM
UyBCTBUTENBHOCTU K HUM. [pK HeBbICOKMX 3HaueHusax MIK
(<8 mMkr/mn) ons meponenema (kog, ATX JO1DHO2) B HekoTo-
PbIX CTy4asx BO3MOXHO NPUMEHEHWe KOMOUHMPOBAHHBIX pe-
YKMMOB Tepaniuu, BKIloYatoLLmMx MeponeHeM (kog ATX JO1DHO02)
B MaKCKUMaslbHbIX [103aX, aMMKaumH (kog ATX J01GB06), doc-
domuumH (Kog ATX JOTXX01), TureumknmH (kog, ATX JO1AA12),
nonmMMUKeuHbl (kog, ATX JO1XB02) B pa3nnyHbIX KOMBUHALIM-
six. [Mpu Bbicokmx MIK Meponenema (JO1DH02) mo3keT npoBo-
[JMTbCA KOMOMHWUPOBaHHasA Tepanus Ha 0CHOBE NOSIMMUKCUHOB
(kog ATX J01XB02). Mpm ycToiumMBoCTM 3HTEpPObaKTEpUii
K KapbaneHeMaM (kog ATX JO1DH), obycnoeneHHo NpoayK-
Lieii CepuHOBbIX KapbaneHeMas, laXe npu COYETaHHOM Npo-
aykummn BJTPC, BbicoKoM 3 heKTUBHOCTLIO 06M1aaeT HOBLIN
3alUMILEHHbIA Ledanocnopud — uedTasmanm/aBnbakTam
(kop, ATX J01DD52) [140].

B cnyyae npoamykumm MetannodbepMeHToB, 06nafatoLLmx
BbICOKOM MMOPOSIMTUYECKOW aKTUBHOCTBHO U He MHrnbumpye-
MbIX aBMBaKTaMOM, a TaKKe Npy 0JHOBPEMEHHO MPOAYKLMM
HECKOMNbKUX KapbaneHeMas (Haubonee yacTbili BapuaHT —
OXA-48+NDM) MoxeT NpUMEHSTbCA coyeTaHue LedTa-
3upuma/asubaktama (kop ATX JO1DD52) u astpeoHama
(kop ATX JOTDFO1), BBOAMMBIX OfHOBPEMeHHO. [laHHas
KOMOMHauMA aKkTMBHa B OTHOLeHuM npoayueHToB BJIPC
U KapbaneHeMas knaccoe B, C u D. Lledtasnanm/aBubak-
TaM (kog ATX J01DD52) TaKKe COXpaHAET aKTMBHOCTb B OT-
HoweHwu papa P. aeruginosa, B TOM uucne Mpoayuupyto-
LLIMX CepuHOBbIe KapbaneHeMa3sbl MonekynapHoro Tuna GES.
CoBpeMeHHble rocnuTanbHble u3onatel A, baumannii
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XapaKTepU3YKTCA BbICOKUM YPOBHEM YCTOWYMBOCTU K 60JIb-
LUMHCTBY KNAccoB aHTMBMOTMKOB, BK/OYas KapbaneHe-
Mbl (Kog ATX JOTDH) u cynbbaktam (kop ATX JO1CGOT).
Bbicokoi aKTMBHOCTbH in vitro 06nafaloT MONMMUKCUHDI
(kom ATX JO1XB), psL M301ATOB MOXET ObITb YyBCTBUTENEH
K KoTpuMoKcasony (kog ATX JO1EEQT).

Mpy MHOEKUMAX, BbI3BAHHBIX TPaMMONOKMTENBHBIMU
MWKPOOPraHU3MaMu C COXPaHEHHOW YYBCTBUTENBHOCTbIO
K okcaumnnmuy (kog ATX JO1CFO4, METUUMNAMHYYBCTBUTENb-
Hble LUTaMMbl), ONTUMaNbHbIM BapUaHTOM SBASETCS MpuMe-
HeHue LedasonnHa (ko ATX JO1DBO04) u, B psane ciyyaes,
uedraponuHa docammna (kog ATX JO1DI02). B nocnenHee
BpeMs 0TMEYaeTCs BO3pacTaHue 3HauYMMOCTU MeTULMIIIUH-
PE3UCTEHTHbIX CTAaMNOKOKKOB, @ TaKKe NONMPE3UCTEHTHbIX
3HTEPOKOKKOB, KOTOpblE YCTOMYMBLI KO BCEM [B-NaKTaMHbIM
aHTMbnoTuKaM (Kog ATX JO1D). Takme MUKpoOpraHM3Mbl Xa-
PaKTEPU3YIOTCA acCOLMMPOBAHHOW YCTOWYMBOCTBIO U K LpY-
TMM aHTUDaKTepuanbHbIM MpenapataM (Makponugam, amu-
HornMKo3uaaM u op. ba3oBeiM aHTMBMOTMKOM NS Tepanuu
Npo6IEMHBIX KOKKOBBIX MH(MEKUMIA 0CTAaeTCs BaHKOMULMH
(kop ATX JOTXAQT), ogHako B mocnegHee BpeMsi UMEIOTCS
BECKME [0Ka3aTeNlbCTBa HeAO0CTaTouHON 3PHEKTUBHOCTH
3TOr0 npenapata Mpu THKENbIX MHPEKUMAX, BbI3BaHHbIX
YyBCTBUTESbHBIMU MO HOpMabHbIM KpUTEPUAM 30/10TUCTbI-
MU CTaQUNOKOKKaMM, XapaKTepu3YIOLLMXCA MOBbILIEHHBI-
mu MK BaHkoMuumHa (kog ATX JO1XAO1) (ocobeHHo npu
MIK >2 Mkr/mn). B atux cnyyasx, a Takxe npu ycToiumBo-
CTU CTaMIOKOKKOB M 3HTEPOKOKKOB K CTaHAAPTHO Tepanuu
W NpK ee HenepeHOCMMOCTH LieNiecoobpasHo UCMonb3oBaHue
anbTepHaTUBHBIX CPEACTB [B YAaCTHOCTM, Npoume aHTUDaKTe-
puanbHble npenapatbl (kog ATX JO1XX)] — mantoMuumHa
(kog, ATX JO1XX09).

Mpy nopo3peHnn Ha aHaapobHylo MHGEKLMI0 B cocTaBe
aHTUMUKPOBHOM TepanuM MoXeT BbiTb UCMO/b30BaH MeTpo-
Hupason (kop ATX D06BX01). YuutbiBas uactoe BusiHME
Takux (HaKTOpOB PUCKA, KaK HECOBEPLUEHCTBO MMMYHHOM
CUCTEMBI, HapyLUeHUe ecTecTBEHHbIX bapbepoB opraHu3Ma
pebeHKa (KOXa, XenyLo4YHO-KULLEYHbIA TPaKT M pecnupa-
TOPHbIA TPaKT) NPU OKa3aHUM MeAULMHCKOMA NMOMOLLM, 0CO-
DEHHO Yy HeJOHOLIEHHBIX HOBOPOXAEHHBIX, HE0OX0AMMOCTb
B NPUMEHEHWM aHTUOAKTEpUANbHBIX NPEnapaToB CUCTEMHOIO
pevicteus (Kog ATX J01), napeHTepanbHOro NUTaHus, y naum-
€HTOB C CEMCHUCOM BbICOK PUCK Pa3BUTUS MHBA3WBHbIX rpub-
KOBbIX MH(eKUMiA. [Ing npeaynpexaeHns HBa3UBHBIX KaH-
AVJ030B PEeKOMeH[yeTcs NpoBefieHWe MpOTUBOrpuOKOBONA
npodunaKTUkK NpenapatoM ¢nykoHason (Kog ATX JO2ACO1)
BHYTPUBEHHO UMW NepOpasibHO B COOTBETCTBUM C BO3PACTHbI-
MU fo3amu (Tabn. 11).

NHBa3nBHble rpnbKoBble MHQEKLUMM XapaKTepusyrTcs
TeHAEHLMeN BO3pacTaHWs KIMHUYECKOW 3HaUMMOCTW rpuboB
Candida non-albicans co CHWXEHHOI YyBCTBUTENIbHOCTbIO
K ¢nykoHasony (kog ATX JO2ACO1). Hanbonee addextms-
HbIMW MpenapatamMu s NeYeHns MHBA3MBHOTO KaHAMA03a
W KaHOMIEMUM SIBISKOTCA Apyrie NpoTMBOrpuOKOBbLIE Mpe-
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napatbl cucteMHoro aeictaus (kog ATX JO2AX): MUKadyHrmH
(kop ATX JO2AX05), anupynadyHrud (kop ATX JO2AXO06),
KacnogyHruH (ko ATX J02AX04). UeneHanpaBneHHas
aHTUMUKOTUYECKas Tepanua [oMKHa ObiTb Ha3HayeHa
C Y4eTOM YyBCTBMTENIbHOCTU BbISIBNEHHOro Bo3byauTtens
K NpOTMBOrpMOKOBLIM MpenapaTtaM CUCTEMHOMO [eiCTBUS
(kon, ATX J02). Cpean BO03OyauTEnenm HO30KOMMUaNb-
HbIX MHOEKUMA B MoCiefHee BPEMSA BbLIABNSAIOTCA TaKKe
rpubsl Malassezia furfur. Tpubbl paHHOrO BMAa Kpai-
He CNOXHO KYNbTUBUPYIOTCA Ha OObIYHBIX MUTAaTENIbHbIX
cpefiax M MOryT Bbi3blBaTb TsMENbIA TPUOKOBLIA cen-
cuc y rnyboko HepoHoLeHHbIX feteid [21]. Mpu dyHremun
M. furfur pexomenpyetcs neyeHue amdoTepuuuHom B
(kop ATX J02AAD1) [49].

TakuM 06pa3oM, aMNupuyecKas aHTUMUKpobHas Tepanus
cerncuca y HoBOPOXAEHHBIX AeTel [oMKHa BKIOYaTh B cebs
npenapatbl, aKTWBHble B OTHOLIEHUM FpaMOTPULATENbHbIX
W TPaMMoJIOKUTENbHBIX MATOreHOB, a NpK HanuuuMM hakTo-
poB pucka — W rpuboB. Belbop npenapatoB ocyLuecTBAseTCs
B COOTBETCTBUM C JIOKanuU3aLmeil o4ara MHdeKLMM 1 npodu-
NeM YyBCTBUTESILHOCTU Hambosiee BepoATHLIX BO3OyauTeNen,
a B C/Tyyae 3IMMUPMYECKOr0 Ha3HaueHus onpefenseTcs no-
CPeACTBOM MMKPOOMONOrMYECKOro MOHWUTOPWHIA BedyLueld
MUKPOGhNOpbI KOHKPETHOrO OTAENEHUA U/UNN YUPEKAEHMS,
B COBOKYMHOCTW C AaHHBIMUA O KOMOHW3ALMKU HECTEPUIIbHBIX
noKycoB naumeHTa. Koppekuus Tepanuu npoussoguTca no-
Cnie Nosy4eHus fLaHHbIX MUKPOBMONOrNYeCKoro uccnesoBa-
HWA (KPOBW M MaTepuana 13 oyara).

Mpobnema paumoHanbHON aHTUMUKPOOHOMW Tepanuu, no-
MWMO aJleKBaTHOr0 BbIbOpa NpenapartoB C Y4eTOM CeKTpa Ux
LeiCTBUA M NOKaNW3aLmMm o4ara MHhEKLMM, BKIKOYaET B cebs
BAKHbIW, HO He BCErAa YYWTbIBAEMbIN AOMMHLIM 00pa3oM
acrneKT, KacalwLuiics NpaBWIIbHOM0 PeXuMa L03UpOBaHUs
MPOTUBOMMKPOBHBIX NpenapaToB CUCTEMHOIO AeicTBuS (KOA
ATX J). Cencuc MoxeT NpuBoANTb K PasHOHANpPaBieHHbIM U3-
MEHEHUAM GapMaKOKMHETUKW W papMaKoAMHAMMKW NpOTy-
BOMMKPODHBIX NpenapaToB CMCTEMHOTO AeicTaus (Ko ATX J),
ocobeHHO B MNafieHYecKoM BO3pacTe, y4uTbIBas 0COOEHHO-
CTV OpraHu3Ma HOBOPOXAEeHHOro pebeHKa. CybonTuManbHble
KOHLLEHTPaLMU aHTUMUKPOOHbLIX NpenapaToB CHUCTEMHOrO
neictua (Kop ATX J) B KpOBM M TKaHAX OpraHvMsMa Moryt
MPUBECTU K CHUKEHWUKO WUIM MOSHOMY OTCYTCTBUIO ddeKTa
Tepanuu, a Takxe (QOpPMMPOBaHWK0 YCTOMYMBLIX LUTaMMOB
Bo36yautenei [935].

He meHee onacHa, 0c0b6eHHO Yy He[JOHOLIEHHbIX AEeTeMn,
nepefo3MpOBKa HEKOTOPbIX MPOTUBOMMKPOOHBIX nNpena-
paToB cucTeMHoro Aaelicteua (kog ATX J), KoTopasi MoKeT
NPMBOAMTL K peann3aumn TOKCUYecKuX nobouHbIX addek-
TOB (B YaCTHOCTH, 3@ CHET Hedpo- UK renaTeTOKCUYHOCTH).
KoHeuHbIM uTorom B 06omx cnyyasx byneT yxyaLeHue Knm-
HWYECKMX Pe3ysibTaToB NIeYeHWs 1 BO3PacTaH1e IKOHOMUYe-
ckux msnepxek. Ocobyto BaxHOCTb npobieMa afieKBaTHOMo
[,031pOBaHMs NPOTUBOMUKPOOHBIX NMpenapaTtoB CUCTEMHOMO
peiicteusa (Koa ATX J) npuobpeTaeT y nauMeHToB € CUHIPO-
MOM MOJIMOPraHHO HeLOCTAaTOYHOCTU UMW BBICOKUM PUCKOM
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EDITORIAL

ero pasBuUTUSA, a TaKKe Y NaLMEHTOB, B IEYEHUN KOTOpbIX UC-
Mosb3YIOTCS PasfMyHble METOAbI 3KCTPaKopNopanbHOW LETOK-
cuKaumu. MofpobHo 03HaKOMUTLCA C PEKOMEHYEMBIMU Ha CO-
BPEMEHHOM 3Tare npaBuUiIaMM U PeXMMaMM aHTUMUKPOBHOIA
Tepanum MoXHO B COOTBETCTBYHLLMX nocobusx [3, 19].

AsTopamn ofiHOI M3 paboT, MOCBALLEHHOW NPUMEHEHUIO
aHTUMUKPOBOHBIX MpenapaToB, NpeAsIoXKeH anropuT™ Tapret-
HOM Tepanuu WHAEKLWHA, BbI3BAHHBIX MOSMPE3NUCTEHTHBIMY
B030yAMTENAMM, B 3aBUCUMOCTU OT JLETEPMUHAHT PE3NCTEHT-
HOCTH, NPOAYLMPYEMBIX NATOreHoM [5].

AxTyanbHoM npobneMon Tepanuu TAXKENbIX MHQEKLMiA
Y HOBOPOXJEHHbIX AETeN ABMAETCA HELOCTAaTOYHOCTb CBE-
LEHUI 0 BO3MOXHOCTU NpUMeHeHNs B 3 dEKTUBHBIX U He3-
OMacHbIX pexuMax [,03MpoBaHWsA psfa npenaparos, 4To
MOET OrpaHU4MTL LOCTYMHOCTb AHTUMMUKPOOHOW Tepanuu.
Mpy HeobX0AMMOCTM Ha3HauyeHWs MpenapaToB B He3aperu-
cTpupoBaHHoM B Poccuiickoit Oepepauny pexuMe §o3vpo-
BaHWA WM MoKasaHuaM TpebyeTca 3aKnoueHne BpayebHoil
KOMUCCUM C YCNOBUEM MONYYeHUs WHHOPMUPOBAHHOO CO-
rnacus poauTeneii / 3aKOHHbIX NpeCTaBUTENEN NaLMEHTa.

B cooTBeTCTBUM C BbIBOJAMU KPYMHBIX MHOMOLEHTPO-
BbIX UCCNeA0BaHWN, Ype3MepHOe MCnosb30BaHWe NpOTUBO-
MUKPOOHBIX NMpenapaToB cUCTEMHOr0 AelicTausa (kog ATX J)
Y HOBOPOXAEHHBIX AeTel cnocobCcTBYeT pocTy pe3UCTEHTHO-
CTn Bo3byauTeneii K aHTMbnoTukam [41, 101, 173].

3.1.2. BoneMuyeckas nopnepikka

* Y HOBOPOX[AEHHBIX C CENCUCOM NaHOBYH A0TaLMI0 KUA-
KOCTU W 3NEKTPOSIMTOB PeKOMEHAYeTCs OCyLLeCcTBAATD,
MCXO[A M3 BECa, CPOKA recTaluu U NMOCTKOHLENTYaNbHOro
Bo3pacTa pebeHKa, MCnosb3ys MUHUMANbHO Heobxoau-
Mble 00beMbl (Tabn. 12) [117, 118, 159, 160].

YpoBeHb ybepuTenbHocTM pekoMeHpauuin C (ypoBeHb

AO0CTOBEPHOCTW A0Ka3aTeNbCTB — 9).

Y HOBOPOXIEHHBIX C CEMCUCOM He peKoMeHJyeTcs uc-
Mnosb30BaTb MaKCUMabHO AOMYCTUMBIE 06bEMBI KMAKO-
CTU LS9 NPOBeLEHUs NNaHOBOM UHQY3MOHHON Tepanuu
LNs u30exaHus pucKa neperpysku 06beMoM U pasBuUTUS
nonvopranHon auchyHKwmm [64, 117, 118, 159, 160, 184].
YpoBeHb ybepuTenbHocTM pekoMeHpauuin C (ypoBeHb

LOCTOBEPHOCTU A0Ka3aTenbcT — 5).
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KoMMeHTapuit. AfekBaTHas BONleMUuYeCKas Harpyska
¥ NapeHTepanbHoe NUTaHWe ABNSOTCA 06s3aTenbHbIM ycro-
BMEM YCMELLHOW MHTEHCMBHOW Tepanum cencuca u CLU y Ho-
BOPOXAEHHBIX, MPK 3TOM NOTPEBHOCTb B KWUAKOCTU Y Kao-
0 KOHKPETHOTO MaLMeHTa MOXET CYLLLECTBEHHO OT/INYAThCS,
UCXOAA U3 CPOKAa recTauuu M MOCTKOHLENTYaNnbHOro BO3-
pacta [64, 184]. Bce umetoLumecs peKoMeHAaLMM MO pacyeTy
MOTPEBOHOCTM B KWUAKOCTM YKa3blBAlOT OYeHb LUMPOKWUA Aua-
Ma3oH 3HaYeHWI, OfIHAKO CIeAYeT NOMHUTb, YTO NPM cencuce
PUCK Meperpy3Ku XUAKOCTLI0 KpaiiHe BbICOK U accoLmmpyeTcs
C YBE/IMYEHNEM BEPOATHOCTU neTanbHoro ucxoga [11, 107].

Y HOBOpOXAEHHBIX C CENCUCOM NMPM NPOBEAEHNUN NIAHOBOM
MH]Y3MOHHOM Tepanuy C LieNbio NOAJEPIKaHNUS ONTUMasib-
HOro CepAe4HOro BbIbpoca peKoMeHAyeTcs NOAAepXHMBaTh
YPOBEHb TJ1H0KO3bl B KPOBY B AMana3oHe 3,5-5,5 MMonb/n,
KOHLIEHTPaLMS WMOHM3UPOBAHHOTO KanbLMs [0MKHA
BbiTb He Huke 1,15 Mmonb/n [51, 64, 102, 184].

YpoBeHb ybeauTenbHOCTM pekoMeHpauuii C (ypoBeHb

[0CTOBEPHOCTW [0Ka3aTenbCTB — 9).

* Y HOBOPOX[EHHOr0 C CENCMCOM MpU PasBUTUM TUMO-
FAIMKEMUM (YPOBEHb THOKO3bl B KPOBU <2,6 MMOJIb/N)
PEKOMeHAYeTCs ee 3KCTPEHHas KOpPeKuMs MyTeM BHY-
TPUBEHHOrO DOJIOCHOrO BBEAEHWS AEKCTPo3bl (Kop ATX
B05CX01) — 10 % pacteopa B po3e 2 Ma/kr (0,25 r/kr)
[97, 137].

YpoBeHb ybeauTensHocTM pekoMeHaumi C (ypoBeHb ao-

CTOBEPHOCTM [0Ka3aTeNbCTB — 5).

KomMeHTapuii. OgHuMK 13 Hanbomee SpKUX, paHHWX
1 04YeBUAHbIX NPOABEHMI Cencuca ABNAIOTCA paccTpoiicTBa
banaHca Kanbums 1 yrneBogHoro obMeHa, npuyeM AocTa-
TOYHO YacTO MOryT BCTPeYaTbCA Kak rumo-, Tak U runep-
rnvkemus [97, 137]. Tunokanbumemmnsa npeactaBnset coboi
HEe3aBUCUMBIA MPeSUKTOp HebnaronpusTHOro Mcxopa He-
OHaTanbHOro Cencuca, Kak HeCOMHEHHOE [J0Ka3aTeslbCTBO
HeobxoaMMOCTU ee CBOEBPEMEHHOW KOPPEKLMM Yxe B nep-
Bble MuHyTbI Tepanuu CLU [64, 102, 184]. 310 ocobeHHO
BAXXHO, MOCKOJNIbKY MpU runoKanbumeMun 3GPeKTMBHOCTb
KapAMOTOHWYECKUX CPeACTB, KPOMe CepAeyHbIX rMKO3MA0B
(kop, ATX CO1C), 3HaumTenbHo Hike [102].

Tabnuua 12. CYTO'-IHBFI I'IOTp66HOCTb B XXNOKOCTU Y HOBOPOXAEHHbIX B 3aBUCMMOCTW OT CPOKaA rectaum 1 NOCTKOHLLeNTyasibHOro Bo3pacTa,

mn/kr [89]

Table 12. Daily fluid requirement in newborns depending on gestational age and postconceptual age, ml/kg [89]

[LleHb u3nm / Days after birth

Cpok rectaumu / Gestation

| 2 | 3 4 5
JloHoLweHHbIN / Term 40-60 50-70 60-80 60-100 100-140
HepoHoweHHbIi >1500 r / Preterm >1500 g 60-80 80-100 100-120 120-140 140-160
HepoHoweHHbIi 1000-1500 r / Preterm 1000-1500 g 70-90 90-110 110-130 130-150 160-180
HepmoHoweHHbIi <1000 r / Preterm <1000 g 80-100 100-120 120-140 140-160 160-180

MepexopHas ¢asa / Transition phase: 140-170

(®asa ctabunmsaumm / Stabilization phase: 140-160
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3.1.3. FeMoanHaMKuyecKas noaaepxka

[na ycTpaHeHus rMnoBoneMUM Y [OHOLIEHHbIX HOBO-
poxaeHHbix ¢ CLU B nepBbIii Yac Tepanuv peKoMeHAyeTcs
ucnonb3oBatb Hatpuii xnopug (kog ATX BO5XA) — 0,9 %
pacTBOpP WAM 3NEKTPONUTHbIE PacTBOpbl B KOMOMHaLMM
(kom ATX B05XA30) B MaKcuManbHoM obbeMe 60 Mi/Kr — Bo-
nocHoe BBeeHue no 10—-20 mn/kr 3a 5—10 mMuH [33, 64, 120, 149].

YpoBeHb ybepuTenbHocTM pekoMeHpauuin C (ypoBeHb
LOCTOBEPHOCTU A0Ka3aTenbcT — 5).

KommeHTapwmiA. lpuunHa runosonemmu npum cencuce —
3JKCTpaBa3aLyA KUAKOCTU Ha GoHe CUHAPOMA KanumnspHoi
yTeuKw, NepepacrpegeneHue npy BasogunaraLmm, Hefocta-
TOYHOE MOCTyrN/eHne Ha (OHe KWLLEYHOW HeLoCTaTO4YHOCTU
WM HeafleKBaTHOro notpebnenus. MHbysnoHHas Tepanus
Npou3BoAMTCS ANs ObICTPOro BOCCTAHOBMIEHWS ONTUMAJTbHOIA
nepgysumn TKaHeN U COOTBETCTBYHOLLIEr0 recTaLMOHHOMY BO3-
pacTy apTepuanbHOro AasneHus [64].

LieneBbIMA TOYKaMW MepBOro yYaca MPOTMBOLLIOKOBOM
Tepanuu SBNSKOTCSA: BOCCTAHOBJIEHME (U3MO0TNYECKOro
HeBPOJIOrMYeCKOro cTatyca, NosBMeHUe Nymnbca Ha nepude-
PUYECKMX apTepusiX, BpeMs KanuISpHOro HanoHeHus <3 c,
yacToTa CepLleyHbIX COKPALLEHUIA U CpefiHee apTepuanbHoe
LaBMneHue B Mpefenax BO3pacTHbIX pedepeHCHbIX 3Haye-
HWR, anype3 bonee 1 MA/Krxy4ac, CHUKEHUE KOHLEHTpaLuu
NaKTaTa, pasHuLa Mexpay NpefyKTanbHOA U MOCTAyKTaNb-
Hoit Sp0, <5 %, ScVO, >70 %, SVCflow > 40 Mn/KrxMuH,
CU > 3,3 n/Mun xM? [64, 126]. Mpu OTCYTCTBIAM BO3MOXHOCTU
n3Mepenust CB KMHMYeCKUM NpOsIBNIEHNEM Neperpysku Xua-
KOCTbH0, YKa3blBalOLWMM Ha HEe0BX0AMMOCTb ee OrpaHuyeHus,
SBNATCS NPOrpeccupoBaHue AblXxaTeNlbHOM HeAOCTaTOYHOCTH,
yBEMYEHUe NOTPEOHOCTM B KUCIIOPOAE, MOSBIIEHNE BNAXHbIX
XpUNOB MPU ayCKymbTaLUM NIETKUX, HaNMuMe U3MEHEHUN B Na-
peHxume nerkux npu Y3W w/unu renatomeranum [87, 184].

+ Y HOBOPOXAEHHBIX C 0YeHb HM3KOW Maccoil Tena pe-
KOMeHAYeTCcs He MpeBblllaTb 00beM BONEMUYECKOI
Harpysku B nepBbld Yac Tepanuu CLU 6onee 30 mn/kr
(6ontocHoe BeeaeHue no 10 Mn/kr 3a 20 MuH), a y feTeil
C 3KCTPEManbHO HWU3KoM Maccoi Tena (IHMT) — 20 mn/kr
(6ontocHoe BBeaeHne no 10 mn/kr 3a 30 MuH) [33, 64,
120, 1491.

YpoBeHb ybepuTenbHocTM pekoMeHpaunin C (ypoBeHb
AOCTOBEPHOCTW A0Ka3aTeNbCTB — 9).

KommeHTapwuii. BeicTpoe BBeAeHWe 3HauUTENbHbIX 06b-
€MOB MUAKOCTU Y HeJOHOLIEHHbIX HOBOPOXAEHHBIX MOXET
NMPUBECTU K Pa3BUTUIO BHYTPUMKEIYLOYKOBOrO KPOBOW3NMS-
HWs, B TO BpPEMS KaK NPOAOKUTENbHasA runonepdysus ro-
JIOBHOTO MO3ra MpW HECBOEBPEMEHHO BOCMOIHEHHOM 00b-
eMe LIMPKYUPYHOLLLEN XUAKOCTU SBNsAeTCA HaKTopoM pucKa
NepUBEHTPUKYNSPHOI NenkoMansaumm [33, 64, 120, 124, 149].

+ HoBopoaeHHOMy C cencucoM npu cuHapoMe Manoro CB
C LIe/b0 KOPPEKLMM reMOIMHAMUYECKIX HapyLLEHWA peKo-
MeHAYeTCs Ha3HaueHue KapaMOTOHNYECKMX CPe/CTB, Kpo-
Me cepaeyHbIx ruko3snaos (kog ATX CO1C) [36, 90, 185].
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YpoBeHb ybenuTenbHOCTM pekoMeHzaumi B (yposeHb
AOCTOBEPHOCTM [loKa3aTenbcTe — 1).

KomMeHTapuid. MonyyeHbl AaHHbIE, CBUAETENLCTBYOLLME
yTo AonamuH (B ao3e 5—20 MKr/Krx MuH) (kog, ATX CO1CAQ4)
v anuHedpuH (B po3e 0,1-0,4 MKr/Kr x MuH) (Kop, ATX CO1CA24)
061agaloT ofMHaKoBOW 3QOEKTUBHOCTLID W NO3BONAIOT A0-
CTWYb CTabunusaumMm CocTosHMUA B nepBbli Yac Tepanuu CLU
[36, 185].

[lo3bl NeKapCTBEHHBIX NpenapaToB A reMoAMHaMuYe-
CKOM NOAJEPIKKM NpeacTaBnieHbl B Tabn. 13.

+ HoBopoxaeHHbIM ¢ pedpaxTepHbiM CLL ¢ Lenbto nosbiLue-
HUWS YyBCTBUTEJIbHOCTY PELIENTOPOB K KaTexolaM1HaMm pe-
KOMeHAYeTCsl HazHayeHMe KOPTUKOCTEPOUI0B CUCTEMHOIO
Jevicteua (Kog ATX H02) — pekcameTtasoHa (no 0,5 Mr/kr
Kaxable 2—6 4) (ko ATX H02ABO02) unmn ruapoKopTU30Ha
(no 1-2 Mr/kr Kaxaple 6 1) (kop ATX CO5AAQT1) [8, 12].
YpoBeHb ybeauTenbHocTM pekoMeHpauuii C (ypoBeHb

[,0CTOBEPHOCTU [0Ka3aTeNbeTB — 5).

KomMeHTapuit. BbicokuiA pucK abconioTHOM Haamnoyed-
HWKOBOW HeJO0CTaTOYHOCTU UMEKT AeTU C byNbMUHAHTHOM
nypnypoi, cuHapoMoM YoTepxayca—®puaepukcena, npu pa-
Hee NpoBefleHHON Tepanuu KOPTUKOCTEPOULAMM CUCTEMHOIO
nevicteua (Kog ATX H02), a TakeKe Npy HanMumm XPOHNYECKOM
naTosior1 3HAOKPUHHON cucTeMbl. OHAKO CresyeT YuuTbl-
BaTb, YTO MOKAa3aHMs K Ha3HAYeHWD KOPTUKOCTEPOMUOB CU-
cteMHoro penctaus (kop, ATX HO02) npu CLU y peteii Kpaie
MPOTUBOPEUMBLI, MOCKONIBKY MX MPUMEHEHWE MOMXKET CTaTb
MPUYMHON yBENIMYEHUS neTanbHocTy [28, 175]. Mpu oTcyTCcTBUM
MOATBEPIKAEHHON abCONKTHOW HaLMOYEUYHUKOBON HepocTa-
TOYHOCTM rMapoKopTu3oH (Kog ATX CO5AAQ1) B cTpecc-ao3e
HeobxoaMMo Ha3HauaTb ToNbKO Npu pedpakTepHom CLU [43].

3.1.4. PecnupaTopHas nopjepxka
+  OKcureHoTepanuio y HOBOPOXAEHHBIX C CEMCUCOM peKo-

MeHAyeTCs UCoNb30BaTh B Ka4ecTBe MeTofa pecrvparop-

HOW MOLLAEPKM NEPBOIA JIMHAM Ha 3Tane NepBUYHON CTa-

BuM3aLmMKM COCTOSHUS W KaK MOLLEPIKMBAIOLLYI0 Tepanuio

Mpy1 pecnmnpaTopHbIM AUCTPECCE JIETKOM CTeneHm [64, 184].

YpoBeHb ybenuTenbHOCTM pekoMeHpauui A (ypoBeHb
[0CTOBEPHOCTU [0Ka3aTenbcTs — 1).

KomMeHTapuii. lpoBeaeHne oKcureHoTepanuu onpas-
[aHO MPU HaAMYMW OCTPOW TMMOKCMM CMELLAHHOr0 reHe3a
Ha 3Tane NepBUYHOI CTabKUAM3aLMK COCTOSHUA U KaK MeTog,
YCTPaHEHUS TUMOKCEMUM NIETKOI U CPESHEN CTEMeHU TAXECTH
Yy MaLMEHTOB C PECMMPaTOPHBLIM AUCTPECCOM JETKOM CTENEHM
[64, 185]. MpoBefeHNe OKCMreHoTepanuM BO3MOXHO C No-
MOLLLbK) CaMbIX Pa3fMuHbIX YCTPOWCTB, Hanbonee addeKTnB-
HbIMU 13 KOTOPbIX SIBASKOTCS Ha3abHble KaHKW ANs nofaquu
KMCNOpoAa Npu UCKYCCTBEHHOW BeHTUnAUMM nerkux (MBJ1)
C MOCTOSHHBIM MOMOXKMTENbHBIM AaBneHnem (CPAP).

Moka3anua: 1) runokcemna (Pa0, <60 Mm pt. cT,,
Sp0, < 93 % Ha doHe ApbixaHMs aTMOCHEPHBIM BO3AYXOM);
2) aHeMus TAXKENOM cTeneHw; 3) CMHAPOM Manoro cepAeyHo-
ro Bblbpoca (Mpy 0TCYTCTBUM ABNEHMIA KApAMOrEHHOTO LLIOKA).
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Tabnuua 13. ViHoTponHble M Ba30NpeccopHble Npenaparsl, UCMosb3yeMble B HeoHaTonorum [90]

Table 13. Inotropic and vasopressor drugs used in neonatology [90]

Craprosas 103a, | [lnanaso 003, | TuTpoBaHue, OTMeHa,
Moenapar / Dru MKI/KT XMUH /| MKI/KE < MAH / 5-15 MuH / 5-15 MuH / Mo6ouHble 3ddeKTsl /
penap g Starting dose, Dose range, Titration, Cancelling, Adverse effects
pg/kg/min pg/kg/min 5-15 min 5-15 min
1. Taxukapams / Tachycardia
[lobyTamu, 2. V3beratb npuMeHeHus npu obCTpyK-
Kop ATX CO1CA07 / 2550 25-10.0 2550 2550 LMK BBIHOCALLMX TPAKTOB XeNyaou-
Dobutamine, o ' ’ o o KoB /
code ATC CO1CAQ7 Avoid in cardiac outflow tract ob-
structions
1. Taxukapams / Tachycardia
2. YBenu4eHue Harpysku Ha oba
JKeny[04Ka 3a CYeT NOBbILLEHUS CU-
CTEMHOI0 1 NIErOYHOr0 COCYAMCTOro
conpoTuBnenus / Aggravates stress
to both ventricles due to increased
JlonamuH, afterload
ko ATX CO1CA04 / 20100 20-200 2550 10 3. lpu ucnonb3oBaHuM B fo3e
Dopamine, ’ ! ’ ’ B ’ 10 MKr/Kr x MUH MOXXET CTaTb Npu-
code ATC COTCAD4 YMHOMN NpaBO-/1EBOr0 LUYHTUPOBAHMA
KpOBM Ha YpOBHe apTepuanbHoro
npotoka / At > 10 pg/kg/min, may
cause right to left ductal shunt
4. YMeHblUeHWe 3 heKTUBHOCTH
NpU SJMTENBHOM NPUMEHeHUM /
Reduced efficacy with long-term use
1. Tunepramkemms / Hyperglycemia
2. TunepnakTatemus / Hyperlactatemia
3. Taxukapgus / Tachycardia
InmHedpHH 4. MoxeT yBeAnuMBaTh n0T/pe6neHme
, KMCNOpOLia MUOKapLOM
Egﬂ]gggﬁﬁl’ ATX/ 0,02-0,05 0,005-0,2 0,02-0,05 0,02-0,05 May increase myocardial oxidative
code ATC CO1CA24 5 e
. M36eratb npuMeHeHus npu 0bCTpyK-
LM BbIHOCAILLMX TPAKTOB XeNyno4-
KoB / Avoid in cardiac outflow tract
obstructions
1. Taxukapams / Tachycardia
2323:;'; E%J%ZUB / 2. YxynweHue nepdysuu TKe_lHeﬁ_M3—3a
Norepinephrine, 0,01-0,04 0,04-1,0 0,02-0,04 0,02-0,04 Ba30KOHCTPUKLIAN / Deterioration o_f
code ATC CO1CA03 tissue perfusion due to vasoconstric-

tion

MpoTuBONOKa3aHus: 1) yrHeTeHWe CO3HaHWA [0 YpOB-
HSl KOMbI; 2) nporpeccupyloLLias apTepuanbHas rMNoTeHsus;
3) cenmnyeckuii WwoK; 4) otHowwenne Pa0,/Fi0, <300 MM pr. cT;;
5) meKoMneHcMpoBaHHbIM aumao3 nboro reHesa (pH <7,25);
6) LEKOMMEHCUPOBAHHbIN PECNMPATOPHBIA ankanos

CrapToBble NapaMeTpbl OKCUreHoTepanuu C WUCMoNb30-
BaHMEM Ha3aslbHbIX KaHioNb BbICOKOTO MOTOKa: TeMneparypa
KucnopoaHo-Bo3ayLLHon cMecn 34-37 °C; Fi0, — 0,4-0,6 ans
nopepxanmna Sp0, — 92-95 %; ckopocTb noToka — 1 A/Kr.

MpW NporpeccMpoBaHWM JpbixaTeNbHOW HEeAOCTaTOYHOCTM
CcnedyeT yBenMuUTb CKOpPOCTb MoToKa Ao 2 N/kr. B kayectse
nocnefiHero pe3epsa BO3MOXHO yBenuyerue Fi0,. Mpu otcyT-
cTBUM 3deKTa M AanbHelieM NporpeccupoBaHUM 0CTPOro
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pecnupatopHoro auctpecc-cuiapoMa (OPLC) cneayet wuc-
Mofb30BaTh HEWHBA3WBHYH UK MHBa3uBHyto MBJI.

+ HosopoxpeHHomy ¢ cencucoM, CLU n OPAC Tskenoit
CcTeneHu peKoMeHAyeTcs nposefieHne uHBa3ueHon UBJT
C Lie/TbIo YCTPaHEHUS UMEIOLLMXCA HapyLLIEHNIA ra3006MeHa
[62, 178].
YpoBeHb ybeaMTeNnbHOCTU pekoMeHzaumii A (ypoBeHb
[0CTOBEPHOCTW A0Ka3aTenbcTs — 1).

KomMeHTapuit. HecMoTpsa Ha To 4TO B HacTosiLiee Bpe-
MS OTCYTCTBYIOT PaHLOMM3WUPOBaHHblE KOHTPOIMpYeMble
UCCNef0BaHWA, CBUAETENbCTBYHOLWME O HeobxoaumocTu
obs3atesibHOM MHTY6aumn Tpaxen n npoBegenus VIBJT v nx
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3 dEKTUBHOCTU, HECOMHEHHO, YTO HanMyMe MKWUOKOCTHO-
peaucteHTHoro CLU sBnsetcs abconioTHbIM MoKa3aHueM
ANS NpOBefeHNs MHBA3VBHOM PecnupaTopHON NOLAEPHKY.
370 CBA3aHO C TeM, YTO y AaHHOW KaTeropum nauueHToB UMe-
eTcs BbICOKMIA puck nporpeccupoBanma OPAC v cunapoma
MOJIMOPraHHONM HeLOCTaTOYHOCTM Ha (OHE FUMOKCKM, BbICO-
KOW MHTEHCMBHOCTM MeTabonM3Ma, NaKTaT-almpao3a u nepe-
PY3KU JKMOKOCTbIO, HeraTuHble 3MdEKTbl KOTOPbIX MOryT
BbITb HMBENMpPOBaHbI Ha (OHE arpeccHBHOM PecrnUpaTopHON
noanepkkmn [64, 184]. CnepyeT oTMETUTb M TO, YTO [aHHbIE
PEHTTEeHOMOMMYECKOro UCCIIe0BaHus, NOATBEPKAAIOLLME Ha-
nnuve OPLC, oyeHb 4acTo «OTCTaKT» OT KIMHUYECKOW Kap-

TUHbI MPOrPECcCMPOBaHUA MATONOTMYECKOr0 MpoLecca, YTo

MOXET CTaTb NMPUYMHON Mo3pgHero nepeBoda Ha MBJI, Korpa

HebnaronpusaTHoe TeueHne OPJIC Bypet ye npakTuyecku

HeobpaTUMbIM [64].
lMokasaHus ana uHTybaummn n uHeasusHoi MBJT:

1) cenTnyecKuin LWoK;

2) paccTpoiicTBa CO3HaHWSA Ha GOHe NPOrpeccMpoBaHms
TUNOKCEMUM (3KBMBANIEHTOM 3TOT0 MOXKET ObITb Bbl-
pakeHHoe 6ecroKoMcTBO);

3) UMaHO3 U BbipaXKeHHbIN TUNepruLpo3 KoXuU;

4)  cTOHywee AbIXaHue;

5) BblpaXKeHHoe TaxunHo3 (>70/MuH), ocnabnexue abl-
XaTenbHbIX LUYMOB MPU ayCKyNbTaLumW NErKux;

6) BblpaxxeHHas runokcemus (Pal, <60 M pr. cT.);

7) BblpaxeHHas runepkannua (PaC0, >60 MM pT. cT.);

8) [neKoMneHCUpOBaHHLIN PeCcnMUPaTopHbI anKanos
(PaC0, <25 MM pT. cT.);

9) cHmxenmne Pv0, MeHee 30 MM pT. CT,;

10) cHuxenne Sv0, MenHee 60 %.

+ B KauecTBe npenapatoB Bbifopa 48 cefaumn U aHanb-
resud BO BpeMSl MHTybauMM Tpaxeu y HOBOPOXAEH-
Hbix ¢ cencucom u CLU pekoMeHpyeTes ucnonb3oBaTb
mupasonaM (ko ATX NO5CD08) n deHtanun (kop ATX
NO1AHO1). ®entanun (kog ATX NOTAHO1) cnenyet BBO-
[VTb HebonbLLMMK 6ontocamu B fo3e 1-2 MKI/KT B Teve-
Hue 60 c [64]. puMeHeHMs aHKcnonuTUKoB (Ko ATX 05B),
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CHOTBOPHbIX M CEAATWUBHBIX CPEACTB AJIMTENIBHOTO AEei-

cTBus (ko ATX 05C) ¢ BbipayKeHHbIM KapAMOLenpeccmB-

HbIM 3 deKToM crnepyeT usberato [64, 98, 122, 169].

YpoBeHb ybepuTenbHocTM pekoMeHpauuii C (ypoBeHb
[0CTOBEPHOCTW [0Ka3aTenbCTB — 9).

KomMeHTapuit. MHaykums aHecTe3nn ans uHTybaumm Tpa-
Xen y HoBopoxaeHHbIx ¢ CLL ouyeHb yacTo compspkeHa ¢ ap-
TEpUanbHOM TUNOTEH3MEN, HECTAOUNBHOCTBI0 reMOAVHAMUKM
1 pa3BUTMEM OTEKa JIErKMX Ha QOHE CUCTON0-AMACcTONIMYECKON
OMCOYHKLMM MWOKapAA, NO3TOMY MpeanoYTUTeNbHee 1CMosb-
30BaTb KOPOTKOZLENCTBYIOLLME JIEKapCTBEHHbIE CPeACTBa —
denTanun (ko ATXNO1AHO1), Mupasonam (kog ATX NO5CDO8).
[lns npenoTBpaLLieHns reMoAMHAMUYECKUX HapyLLEHWIA nepef,
WHOYKUMEN aHecTe3auu OMpaBAaHO Ha3HaYeHWe KapauoTo-
HUYECKUX CPELCTB, KPOME CEpAEeUHbIX MMKO3MAoB (kog ATX
CO1C). [ins aHanreswm nydile BCEro MCMosb30BaTh (eHTa-
Hun (kop, ATX NOTAHOT), ocobeHHo y aeTeii MiaaLlero Bo3-
pacTa, NOCKOJbKY OH OKa3blBAaeT MUHWUMASbHOE BAMSHME Ha
remMoAMHaMMYecKuii cTaTyc naumeHTa [64, 98, 122, 161, 169].

[lo3bl npenapatos, UCMoNb3yeMblX A4S NpeMeAnKaLuu
nepen, WHTybauuen Tpaxeu, NpeacTaBneHbl B Taon. 14.

« Y HoBopoxaeHHbIx ¢ CLU, Hyxpatowmxca B VBJI, pe-
KOMeHZyeTcA WCMoNb30BaTb 00bEM BAOXa, COOTBET-
CTBYIOLLUMIA HUMHEN TPaHWLie BO3PacTHbIX pedepeHTHbIX
3HayeHuit — 5—8 MII/Kr B 3aBMUCHMOCTM OT OCHOBHOTO 3a-
DoneBaHMA U KOMMMaeHca AblxaTenbHol cuctemsl [171].
YpoBeHb ybenuTenbHoCcTM pekoMeHpaumin A (ypoBeHb

[0CTOBEPHOCTU J0KasaTeNibecTB — 1).

KommeHTapwuiA. [pu nposefieHnmn nHeasusHoi UBJT y Ho-
BOPOXAEHHbIX ¢ cencucoM u CLU cnepyet usberatb ucnonb-
30BaHUA [bIXxaTe/lbHbIX 00bEMOB, NPEBLILLIAKILLMX BEPXHIOK
rpaHuMLy BO3pacTHbIX pediepeHCHbIX NOKa3aTenen, NoCKob-
Ky 3TO MOXET CTaTb MPUYMHOW BTOPUYHOTO MOBPEKIEHMS
NErKNX, TUNEPBEHTUNALMM, TUMOKANHWM, CUCTEMHOTO Ba3o-
cnasma W reMoLMHaMUYECKUX HapyLUeHWH, KIMHUKO-Nabo-
paTopHbIM MPOSIBNIEHUEM KOTOpbIX byneT apTepuanbHas rv-
MOTEH3MA 1 NPOrPeccUpyoLLMiA NakTaT-aumao3 [171].

Tabnuua 14. lpenapatbl, MCNONb3yeMble Ans NpeMeanKaLMUy C LieNblo MHTYOaLmmM Tpaxem [122]

Table 14. Premedication for nonemergent neonatal intubation [122]

[lo3a ons BHTYpU-

Hauano pencreus,

MponomsuTeny- MobouHble 3ddeKTs /

Mpenapart / Drug BEHHOr0 BBeEeHMs / Mut / Onset, min |  HOCTD AVCTBS, Adverse effects
Intravenous dose MuH / Duration, min
ApTepuanbHas runoTeH3us, anHoa,

(enranun, 1—=4 MKr/Kr HemennenHo / PUrMAHOCTb FPYLHON KNeTKM /
ko, ATX COTCAD3 / [33] Immediatel 30-60 Arterial hypotension, apnea, chest wall
Fentanyl, code ATC CO1CA03 y P i d’ityp '
Munasonam, AnHo3, apTepuanbHas runoteHsus /
Kog ATX NO5CDO08 / 0,05-0,1 mr/kr 1-5 20-30 A 'nea Arterial hvbotension
Midazolam, code ATCNO5CDO08 pnea, ¥P
PokypoHus bpomug, BpoHxocnasm, yBenuyeHue conpo-
Kop, ATX.M03ACU9./ 0.5-1.2 Mr/kr 1-2 20-30 M TUBJIEHWA B ManoM Kpyre Kpoaooﬁpa—
Rocuronium bromide, weHms / Bronchospasm, increased
code ATC MO3AC09 pulmonary vascular resistance
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Y HoBopoxpeHHbix ¢ CLU u TaxensiM OPAC pekoMeH-
ayetca nowarosoe yeenndyeHne yposHst PEEP no 10 cm
H,0 noa KoHTponeM mnoKasaTeneid reMoAMHaMUKK
U okeureHauumm [171].

YpoBeHb ybepuTenbHocTM pekoMeHpauuin C (ypoBeHb

AOCTOBEPHOCTW A0Ka3aTeNbCTB — 9).

KoMMeHTapuiA. Mcnonb3oBaHue MONOMKUTENLHOTO AaB-
NEHUs B KOHLIE BblOXa NO3BONSET YBENMYUTL CPEAHEE AaB-
JIeHWe B [bIXaTesibHbIX NYTAX, pacnpaBuUTb KONNabupoBaHHbIe
anbBeoJbl U YNyYLLMTL OKCUreHaumio 6e3 yBenmueHus copep-
KaHuWs KUCNOpoAa BO BAbIXaeMoM cMecu. B HacTosiLee Bpems
HET HW OJHOT0 UCCNIe0BaHNSA, PEKOMEHYIOLLLEr0 abCOMOTHbIN
MoKa3aTeslb BESIMYMHBI MOMOMMTENIbHOrO [aBJIEHNA B KOHLIE
Bblgoxa y geter ¢ OPJC. B KayecTBe CTapTOBOW BENUYMHDI
LienecoobpasHo 1cnonb30BaTh yposeHb 6 cM H,0 y naumenTos
C noc/ieaytoLLMM NoAo0pOM ONMTUMANILHOTO YPOBHS, UCX0AA U3
cTeneHu BolpaeHHocTU runokcemMenu [10, 69, 163, 164, 166].

« [lpn nposegeHuu VIBJ1 y HOBOPOXAEHHBIX C CENCMCOM
n CW uenesble nokasartenu Sp0, pekoMeHayeTca noj-
LepxuBatb B AuanasoHe 92-95 %, a caTypauum LeH-
TpanbHOM BEHO3HOM KpoBM — B mpedenax 65-75 %
[10, 70, 164, 166].

YpoBeHb ybenuTeNbHOCTM peKoMeHpaumii A (ypoBeHb

LOCTOBEPHOCTW AoKa3aTenbcTs — 1).

KommenTapuid. Npu nposesieHumn UBJTy HOBOpOXAEHHBIX
c cencucoM, CLU n OPJC cnemyeT cTpeMUTLCS AOCTUYb Lie-
NeBbIX MOKa3aTesen ra3oBoro CocTaBa KPoBM U OKCUreHaLmm.
Mpu Hannmumm y naumenta OPLC nerkon u cpepHeii cTenequ
TSIKECTH, Korfa ucnonb3yeMasn sennumHa PEEP He npeBbl-
waet 10 cM H,0, nokasarenu nynbCOKCUMETPUM U CaTypaLmu
LLleHTpanbHOM BEHO3HOM KPOBM [OMKHbI ObITb B Npeaenax
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pedepeHcHbIX MOKa3aTesen, XoTa B HacTosLuee BpeMs OT-
CYTCTBYHOT ybeauTenbHble [OKa3aTeNbCTBa, CBUAETENbCTBY-
I0LLME, YTO YNyyLIeHWe OKCUreHaumn cnocobcTeyeT bonee
GnaronpuaTtHomy ucxopgy [70, 171].

B HacrosLlee BpeMs HeLOCTaTOYHO [J0Ka3aTenbCTB, Mo-
3BOJIAKOLLMX PEKOMEH[I0BaTb KOHLIEMLIMIO NePMUCCUBHOM TU-
MOKCEMUM JJ1A PYTUHHOW KMHUYeCcKoW npaktukm [70, 171].
Bce cTpateruu pecnupatopHoii nogaepKu LOMKHbI ObiTh
Hanpa.ieHbl Ha 0becneyeHne afeKBaTHOM OKCUreHaLmm TKa-
Hel Mpy MUHUMM3aLMK GPaKLMK KUCNIOPOAA BO BJbIXaeMol
CMecu 1 napaMeTpoB MHBa3mBHoi MBJ1, nockonbKky ponro-
CPOYHble HEBPONIOTMYECKME MCXOAbl MpU MCMOSb30BaHUM
KOHLeNnuum1 NnepMUCCUBHOM TMIMOKCEMMM B HACTOSILLLEe BpeMS
He M3yyeHbl U Bpayyn SOIKHbI YETKO OLEHMBATb BCE UMEK-
LLIMECA PUCKU B KOHKPETHOI KMHUYecKom cutyauuu [70, 171].

+  Wcnonb3oBaHue KoHLENUMM MEPMUCCUBHON TUMEPKaNHUM
Y HOBOPOXeHHbIX € cencucom u CLL pekomenpyeTtcs npu
TaxenoM TedeHun OPIC ¢ uenbio MUHUMM3ALMK BEHTU-
NSATOp-accoUMmMpoBaHHOro noBpexaeHus nerkux [70, 171].
YpoBeHb ybeauTenbHOCTU pekomeHpauuii C (ypoBeHb

[0CTOBEPHOCTW [0Ka3aTenbcTB — 9).

KommeHTapuit. [puMeHeHWe KOHLENLMM NePMUMCCUBHOM
rUNepKanH1UM B PYTUHHOM KJIMHWUYECKOM NpaKTUKe ABNSET-
CS XKM3HECnacalLLeln cTpaTervei U HampaBieHo Ha MUHU-
MW3aLuMi0 napameTpoB MHBa3uBHOW WBJT ¢ Lenblo npepoT-
BpalLeHUs BEHTUNATOP-MHAYLMPOBAHHOMO MOBPEXAEHUS
NerkuX, X0TS O[JHO3HAYHOE MHeHWe 0 ee 3IPEeKTUBHOCTU
1 Be3onacHOCTM B HacTosILLEee BPEMSA OTCYTCTBYET, YTO 0CO-
BeHHo cnaBeanMBO ANS HEAOHOLIEHHBIX HOBOPOMXEHHBIX
[63, 69, 132, 166]. CtapToBble napaMeTpbl MHBa3MBHOI VBJ1
B 3aBUCMMOCTM OT OCHOBHOr0 3aboneBaHWs MpeAcTaBneHb
B Tabn. 15.

Tabnuua 15. CtapToBble NapameTpbl MHBa3vBHOM UBJT B 3aBUCMMOCTH 0T 0CHOBHOIO 3aboneBaHms [13]
Table 15. Initial parameters of invasive control mechanical ventilation depending on the underlying disease [13]

OcobeHHOCTM COCTOAHMA nauueHTa /
Features of the patient’s condition

CraptoBble napameTpsl VIBJ1 /
Starting parameters of CMV

LleneBble nokasaTenu ra3oBoro cocTaBa KpoBu /
Targets blood gas composition

PIP =12-20 cM H,0 / cm H,0
PEEP = 5-6 cM H,0 / cm H,0
f=40-60/MuH / per min
=0,3-0,35¢c/s
V, = 4—6 mn/kr / mlkg

Hen0HOLWIEHHBIN HOBOPOXAEHHBIN,
nepBble CeMb [Hel HU3HM /

Premature newborn, first seven days of life L

HenoHOLIEHHbIN HOBOPOXAEHHBIN, bonee
ceMu [iHeil Xu3Hu / Premature newborn,
more than seven days of life

CWHEPOM acnupaumm MeKoHus bes neroy-
HoIi runepTeH3um / Meconium aspiration
syndrome without pulmonary hypertension

lMepcucTupyloLLas neroyHas runeprensus /
Persistent pulmonary hypertension

tnsy = 0,35-0,45¢/s
V, = 6-7 mn/kr / ml/kg

PIP = 15-25 cM H,0 / cm H,0
PEEP = 4—6 cM H,0 / cm H,0
f=40- 60/MMH / 40-60 per min
thsy=04-05¢/s
V,= 4 6 ma/kr / ml/kg

PIP = 15-25 cM H,0 / cm H,0
PEEP = 5-8 cM H,0 / cm H,0
f 40-60/MuH / per min

=0,35-0,45¢c/s
V 4 6 mn/kr / ml/kg

pH =7,25-7,35
p0, = 40-60 MM pT. cT. / mm Hg
pCO, = 45-55 MM pT. cT. / mm Hg
N3beratb cHmkenua pCo, <35 MM pT. cT. /
Avoid reducing pC0O, <35 mm Hg!
Sa0,=91-95%

pH =7,25-7,35
pCO, = 50-70 MM pr. cT. / mm Hg

pH=7,3-7,4
p0, = 60-80 MM pt. cT. / mm Hg
pCO, = 40-50 MM p. cT. / mm Hg
Sa0, = 92-96 %

pH =7,3-7,4
p0, = 60-80 MM pT. cT. / mm Hg
pCO, = 40-50 MM pT. cT./ mm Hg
Sa0, = 94-98 %
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[EPELIOBAA CTATBA

« [lpuMeHeHue oKcupa a3oTa y HOBOPOXKEHHbIX C Cencu-
coM u CLU pekoMeHpyeTcs npy HanMuum CTOWKON ped-
PaKTepPHOW FMMOKCEMMM U NIEFOYHON FUMEepTEH3UN. PyTuH-
HOe NpUMeHeHWe He pekoMeHgyeTcs [95, 72, 179].
YpoBeHb ybenmuTenbHOCTM pekoMeHpaumii C (ypoBeHb

LOCTOBEPHOCTW [0Ka3aTeNbCTB — 9).

KomMeHTapuiA. [MpuMeHeH1e OKCMAA a30Ta Y HOBOPOMKEH-
HbIX ¢ cencucoM 1 CLL HeonpaBaaHHo, MOCKONBKY MpK cencuce
OTCYTCTBYET NEPBUYHOE NOPaXKEHWE JIErO4HON apTepUM C pasBu-
TUEM JIeroyHoin runepTeH3uy. OfHaKo A0CTaTOYHO YacTo cencuc
BO3HWKAET Y HE[OHOLLUEHHBIX HOBOPOXEHHBIX, [ETEN C BPOXK-
LEHHbIMM MOPOKaMW CepAaLa M BpOHXONEroyHon amcnnasuei,
Y KOTOpbIX MPUMEHEHWE MHraNALMN OKCULA a30Ta MOXKET ObITb
OMpaBAaHo C Liesbi YCTPaHeHUs: BTOPUYHOM NEro4HON rvnep-
TeH3uu. [pMeHeHWe MHranaumiA OKCUza a30Ta LienecoobpasHo
TONbKO Y AEeTelt C A0Ka3aHHOM NIer0YHOi rMnepTeH3unen, Hanm-
UneM TSKENOW AUCPYHKLMM MPaBOro Xenynodka v BbICOKOM
puCKe pa3BuTUA bpoHxoneroyHomn aucnnasmm [55, 72, 179].

3.1.5. HytputnBHasa nopaepxka
HyTputMBHas nopfepKa y HOBOPOKAEHHbIX C CENCHUCOM

u CLU sBnseTcs HeOTbEMIEMOI COCTaBASIOLLEN UHTEHCUBHOM

Tepanuu HapaBHe C aHTUMUKPOOHOW Tepanuew, MHPY3NOH-

HOW, Pecn1paTopHOiA NOLAEPKKON U T. .

« Pacuet noTpebHOCTU B 3HEpreTMueckux cybeTparax y Ho-
BOpPOXAeHHbIX ¢ cencucoM u CLU pekoMeHpyeTtcs ocy-
LLLeCTBAATb, MCX0AA M3 Pasbl NaTONOMMYECKOro npoecca
[111, 116].

YpoBeHb ybenuTeNbHOCTM peKoMeHaaumin B (ypoBeHb

LOCTOBEPHOCTW [0Ka3aTeNbCTB — 5).

KomMmeHTapui. B octpyio a3y 3aboneBaHus (Kputnye-
CKOE COCTOSIHWE) J0TaLMA SHEPreTUYeCKUX CyOCTpaToB LOMmK-
Ha obecneumBaTb UX NOTPEBHOCTL B COCTOAHUM NOKOA. B da3y
cTabunusaumMm Mx KonmM4yecTBo MOCTENEHHO YBeNNuMBaeTCs
W pocTuraet AByx notpebHocTeli 1 bonee B a3y BbI3JOPOB-
neHus 11s 0becneyeHus pocta 1 pa3suTus pebeHka [104, 110].

« Y HoBopoxpeHHbIx ¢ cencucoM u CLU pekomenayeTtcs
paHHee 3HTepanbHoe nuTaHue [94, 132].
YpoBeHb ybenuTenbHOCTM peKoMeHzauuin B (yposeHb
LOCTOBEPHOCTU A0Ka3aTeNbCTB — 4).

KoMMeHTapuii. PaHLOMWU3MPOBaHHbIE KIIMHUYECKME WUC-
Cefj0BaHMs, MOCBALLEHHbIE BOMPOCAM MUTaHWS Y HOBOPOXK-
LeHHbIX ¢ cencucoM u CLL, B HacTosLLee BpeMs OTCYTCTBYHOT,
0[JHaKO MMEEeTCA JOCTAaTO4HO MHOrO paboT, CBMAETENbCTBYIO-
LUMX, YTO paHHee 3HTepaslbHOe MUTaHWe Y HOBOPOMAEHHBIX,
0C00EHHO HE[OHOLLEHHBIX C HU3KOW W 3KCTPEMabHO HU3KOM
Maccoii Tena, 00nafaeT pALOM NPeMMYLLLECTB, K KOTOPbIM OT-
HOCATCA YMEHbLUEHWE BEPOATHOCTU Pa3BUTUSA Cencuca U Am-
TensHocTU nedeHust B OPUT v ctaumonape [94, 131].

«  CuexXeHHoe rpyAHOe MOJIOKO PeKOMEeHAYeTCs KaK OnTU-
MasbHbIi CNocob HyTPUTMBHON MOAJEPIKKM Y HOBOPOXK-
[ieHHbIX ¢ cencucoM CLU npu oTcyTcTBUM MpOTMBOMOKA-
3aHun [65, 104, 187].
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YposeHb ybepuTenbHocTM pekoMeHpauuii C (ypoBeHb
AOCTOBEPHOCTM [10Ka3aTeNbCTB — 4).

KomMeHTapuid. PaHHee BBeJeHWe rpyaHOr0 MooKa no-
3BOJISET COKPATUTb NMPOLOIIKUTENBHOCTb MapeHTepasibHOro
nutanus (M) y HeAOHOLIEHHBIX HOBOPOXAEHHbIX ¢ OHMT
1 IHMT c 3apep»KKoi pocTa Npy NO3LHEM CEMNCUCE, YTO MO-
KET CYLLeCTBEHHO MOB/IUATL HA HEOHaTasbHble Ucxoabl [104,
187]. [pyaHOe MONOKO BBOAMTCA Yepe3 30HA, Ha3oracTpasib-
Hbl/oporacTpanbHbIi Kaxable 3 4 [65]. Mpu oTcyTCTBUM Ma-
TEPUHCKOr0 MOJIOKa ero MOXHO 3aMeHUTb NacTepPU30BaHHLIM
MOJIOKOM W3 6aHKa rpyLHOro MooKa Wi LeTCKUMMU CMecs-
M. Ha HayanbHoM atane o6beM aHTepanbHoro nutakms (3M)
coctasnisieT 20-35 MA/Krx cyT ¢ NOCTENEeHHbIM PacLUMPEHM-
eM no 120 mn/kr xcyT. Ha nonHoe 301 xenatenbHo nepenTu
K 12-13-M cyTKam [65].

Y HoBopoXaeHHbIX ¢ cencucoM u CLU 311 pekoMenayeTcs
NpoBOAMTb AaXe Ha GoHe NOCTOSHHOM MHGY3MM Kapauo-
TOHWYECKMX NIEKAPCTBEHHbIX CPEACTB, KPOME CepAEYHbIX
ravko3uaoB (kog ATX CO1C) npu ycnoBum cTabmnbHbIX no-
KasaTeneil reMOAMHAMUKM W OTCYTCTBUM PUCKA ULLEMUM
YKENYA04HO-KULLIEYHOTO TPaKTa Ha hOHe CUCTEMHOM MUMo-
nepdysum [115, 138, 183].

YpoBeHb ybeauTenbHOCTM pekoMeHpauuii C (ypoBeHb

[,0CTOBEPHOCTU [,0Ka3aTeNbCTB — 4).

KomMeHTapuii. CyliecTBylT AaHHble, CBUAETENbCTBY-
towme o ToM, yto y aeten ¢ CLU, nonyyaBlumx KapamoTo-
HWYECKYl0 Tepanuio, UMeeTCsi BO3MOXHOCTb MpOBEAEHUS
Il 6e3 yBenuueHns nobouHbIX IPDEKTOB UMM IKenynoH-
HO-KMLLEYHbIX 0cnoxHeHuid [183]. lpuMeHeHue rpyaHoro
MOJIOKQ, KaK KOMMOHEHTa HYTPUTUBHOW MOLAEPHKU Y HO-
BOPOXJEHHBIX C CEMCUCOM CMOCOBCTBYET YMEHBLLEHUK 03
KapAMOTOHUYECKUX CPEeACTB, KPOMe CepAeyHbIX MMKO3MA0B
(kog ATX CO1C) n npoaomKMTENLHOCTU FeMOAMHAMUYECKON
nopaepxku [115]. CnepyeT oTMeTUTb, YTO paHHee M1 npu
UCMOJb30BaHNN BbICOKMX [,03 KapAMOTOHWUYECKMX CPeCTB,
Kpome cepaeyuHbIx ramkosuooB (kog ATX CO1C), Bceraa co-
MPSIKEHO C MLLEMWEN KULLIEYHMKA W Pa3BUTMEM HEKPOTUYeE-
CKOro 3HTepoKonuTa [138].

« Ha HavanbHoM 3Tane neuvenus cencuca u CL y HoBo-
POXAeHHbIX peKkoMeHayeTcs Tpoduyeckoe 3l ¢ nocre-
MEHHbIM ero yBeMYeHUeM 10 NofHoro obbema [88, 138,
168, 181].

YpoBeHb ybeputenbHocTM pekoMenpaumii C (ypoBeHb

[0CTOBEPHOCTU [0Ka3aTeNlbCTB — 5).

KommeHTapuii. Tpoduyeckoe nutaHue HampaBfieHO Ha
nofaepaHue (GU3MONOTMYECKOr0 COCTOSHUS  KMLLIEYHU-
Ka [181]. Ero uenb — npenoTBpaLLeHme aTpodmm CIM3NUCTON
060104KM 1 Nopfep:KaHMe MOTOpUKW. Tpoduyeckoe NUTaHMe
MOCTOSIHHO CTUMY/IMPYET KULLEYHUK U CHUXKAET pUCK DakTe-
p1anbHoO/ TPaHCOKaLWMK, YTO 0CODEHHO BaXXHO MpU cemncuce.
lNoaTtanHbIi noaxog K paciumpenuio 31 coKpaLlaeT Bpems, He-
obxoauMoe Ans AOCTUMKEHUS Liefel NIeYeHus, U yMeHbLUIaeT
PMCK pa3BuTHA UeMUM KuwwedHuka [88, 102, 138, 168, 181].
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Y HoBopoxaeHHbIX ¢ cencucom u CLU MMM ¢ uenbto goTaumm
HeobX0aMMbIX 3HEPreTUHECKUX CyDCTPaToB peKoMeHayeT-
sl BO BCeX C/yyasx, Koraa afeksatHoe 31 HEBO3MOXKHO
[54, 88, 168].

YpoBeHb ybeamTenbHOCTM pekoMeHpaunii C (ypoBeHb

LOCTOBEPHOCTW A0Ka3aTeNbcTB — 9).

KomMeHTapmii. [To 3aToMy BOMpoCy HYTPUTMBHOW NOA-
LEPKM UCCIIeS,0BaHNSA Y HOBOPOXAEHHBIX ¢ cencucom u CLU
otcytcteytoT. (1M1 cnepyet HasHauatk, Korga 31 HeBO3MOX-
HO UM NpOTMBOMOKa3aHo. BpeMsa uHuumaumm NI pomkHbI
ObITb MHAMBUAYaNM3MpoBaHo. [pu npoBeaenum MM cnenyet
COXpaHWUTb 3HTEepanbHOe BBELEHWE MOJIOKA, AaXe ecnm yc-
BauBaeMbIl 00bEM MUHUMAEH, NOCKOMbKY paHHee 3l rpya-
HbIM MOJIOKOM MOXET YMEHbLUMTb BbIPaXEHHOCTb aTpoduu
C/IM3MCTON 060M0YKM KULIEYHMKA M NpefoTBpaTUTL bakTe-
puanbHylo TPaHCNOKaLMIO, COKPaTUTb MPOAOSIKUTENBHOCTD
MM [54, 88, 168]. NapeHTepantHoe NMTaHWe NpPOBOAMTCA
pacteopamu ans MM (koa ATX BO5BA) B ciyyae HEBO3MOX-
HOCTU J0TaLMM HeobXxoAMMOro [1S recTalMoHHOro Bo3pacTa
YpoBHsi NoTpebHoCTM B BenKax, upax, yrneBoaax, aNeKTpo-
nuTax u obbeMa xuaroctu nytem M. Ons MM ucnonbayior:
amuHokucnotel (Ko ATX BOSBAQT), »upoBble 3Mynbcum
(kop, ATX BO5BAQ2), yrnesogbl (Kog ATX BO5BA03), pactso-
pbl anekTponuToB (Kof ATX BOSXA) v npenaparthbl Kanbuus
(kop, ATX A12AA).

+  PyTMHHOE M3MepeHue 0cTaTouHOro 06beMa JKenyoKa y Ho-
BOPOKAeHHbIX ¢ cencucom u CLL He pekoMeHpayeTcsa [176].
YpoBeHb yoeauTensHocTM pekomenaumi C (ypoBeHb ao-

CTOBEPHOCTW A0Ka3aTeNbcTB — 5).

KoMMeHTapuii. PaHAOMWU3MpOBaHHbIE KIMHUYECKUe UC-
CnefoBaHus, OLEHMBaLMe HeobXxoauMOoCTb WU3MepeHus
0CTaTO4YHOr0 00beMa JKenyaKa Y HOBOPOXAEHHbIX C cen-
cucom 1 CLU, B HacToswee Bpems oTcyTcTBytoT. ECTb Beero
JMLWb OJJHO aHaNOTMYHOE MCCefoBaHMe Y [eTeil cTapLuero
BO3pacTa, re aBTopbl MOMAraloT, YT0 AaHHas MaHUMyNALMS
He ABNseTCA 00513aTeNIbHOW, NOCKOMBbKY He 0Ka3sbiBaeT CyLue-
CTBEHHOTO BAIMAHWA Ha YacTOTYy acnupaLym, TOLLHOTHI U pBO-
Tbl [176]. Ha ocHOBaHMM Hallero KAMHWUYECKOro OMbiTa Mbl
CYMTaEM, YTO NpU CTAbUNBLHOM COCTOSIHUM HOBOPOXKAEHHOIO
M OTCYTCTBUM SIBHBIX KIMHWUYECKUX MPU3HAKOB AMCHYHKLMK
KT n3mepenue octatouHoro obbeMa xenyaKa nepes Kax-
AbIM KOpPMJIEHUEM HEOMPaBAaHHO.

+ [puMeHeHue upoBbix aMynbcuii (Koa ATX BO5SBA02)
Y HOBOPOXJEHHbIX C CEMNCUCOM PeKOMEeHAYeTCs Ha
doHe cTabunmsauum COCTOSHWSA, PEerpeccuMpoBaHUs
ClW » npuemneMbix mokasaTened reMoLMHaMUKU Ha
(hoHe MWHMManNbHOW KapAMOTPOMHOW MOLAEPHKKM
[110, 116, 187].

YpoBeHb ybepuTenbHOCTM pekoMeHpaumii C (ypoBeHb
AOCTOBEPHOCTW A0Ka3aTeNbCTB — 9).

KomMeHTapwmii. B HacTosiLLee BpeMs He[LOCTaTOYHO faH-
HbIX, YTObbI 0HO3HAYHO YTBEPKAATb 0 He30MacHOCTU U 3d-
(EKTMBHOCTM NPUMEHEHNSA KMPOBLIX 3MyNbcuid (Kop ATX
BO5BA02) y HoBopoxAeHHbIX ¢ cencucoM u CLU, oaHako
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HeobxoAMMOCTb UX NpUMeHeHUs Ha doHe CTabunmusaumm co-
CTOSHWA U B a3y BbI3A0POBNIEHUA HE BbI3bIBAET COMHEHUMN,
MOCKOJbKY 3T0 0becneymBaeT opraHuamM pebeHKa Heobxoam-
MbIMW 3HEPreTUYECKUMY Pecypcamu, SBASIETCA 3a5l0roM ero
pa3BUTUS, BbI3A0POBNIEHUA M BaronpusATHOro UCXofa B OT-
AaneHHoM nepuoge [110, 116, 187].

3.1.6. IKcTpa- U MHTpPaKopnopasbHas Tepanus
OCHOBHbIMM METOAAMU 3KCTPAKOPMOPabHOM Tepanuu

Y HOBOpOX[eEHHbIX ¢ cencucoM u CLU aBnsiotca 3amecTu-

TenbHas noyeyHas Tepanusa (3M1T): nepUToHeanbHbI Ananms,

npoaneHHble [(MpoAJsieHHbIN BEHO-BEHO3HbIA remMoauanus

(NBBr )] / remodumnbtpaums (MBBI®) / remoanadunbTpaLms

(NBBrA®)) 1 copbuMOHHbIE METOAbl 3KCTPAKOPMopasibHOM

reMOKOppeKLMK, NnasmoobMeH/nnasMagdepes.
lpUMeHeHMe 3TUX MEeTOAO0B MO3BONSET AOCTUYL CTabu-

NIN3aUMM COCTOSHMA MauMeHTa MyTeM HOpManu3auuW no-

KasaTtenen romMeocTasa, KOpPPeKLUWN BOLHO-3NEKTPOSIUTHBIX

HapyLWeHUA W CHUXEHUS KOHLEHTpaLMW 3HOOTOKCUHOB

W LIUTOKWMHOB (B DOMbLLEl CTENEHN COPOLIMOHHBIE METOAMKY),

3aMycKaloLWmx 1 NOAAEPIKMBAIOLLMX LieNb peakuuin centu-

YeCKOro Kackapa. TOYKOM NPUIOKEHNUS TaKUX METOLOB 3KC-

TpaKopnopanbHoM reMOKOPPEKLMM, KaK reMonepdysus ¢ uc-

No/b30BaHNEM aHTULIMTOKMHOBLIX COpPOEHTOB, remMonepdy3us

C NOJIMMUKCUHOM W CeNeKTUBHas copbuusa nMnononucaxapu-

noB (JINC-copbums), a TakKe MyNbTUMOAANbHBIX YCTPOCTB

ABNAIOTCA 3/IEMEHThI KacKafia CENTUYECKUX peaKLmil.

+ [pumenenne 3MT y HoBOpOXAEHHBIX C cencucom u CLU
peKoMeHAyeTcs MpWU HalMuWMW runepruppatauum unu
pUCKe ee pa3BuTUs, pedpaKTEpHOW K KOHCEpPBaTUBHOM
Tepanuu [35, 53, 57, 71, 196].

YpoBeHb ybeaMTeNbHOCTM peKoMeHaaumii B (ypoBeHb

[0CTOBEPHOCTU [,0Ka3aTeNbCTB — 4).

KommenTapuii. Bonee 50 % perteii ¢ CLU umelot Taxe-
nloe OCTpoe NoyeyHoe noBpexieHue, u3 Kotopbix 21,6 %
Tpebyetca 3T [54, 196]. Inanus MoxHO UCNONb30BaTb NpU
Ha/M4MM NOYEYHBIX M BHEMOYEYHBIX NOKa3aHuii ANs ynydlue-
Hua pe3ynbTtatoB nedvenus [9, 30, 128, 194]. K HuM oTHocsTCA
CTOMKas ONITYpUS, MepErpy3Ka KUAKOCTbIO, TMMepKanvemus,
MeTabonM4YecKmiA auMa03, runepnakTaTeMus, runepamMmmoHue-
mus [47, 57]. NposeneHue 31T Bo MHOMMX Cy4asx No3sonseT
He TOJIbKO CKOPPEKTMPOBaTb BOAHBIN CTATYC, HO M YCTPaHUTb
runepKaneMmio, a TakxKe AeKOMMEHCUPOBaHHbIN MeTabonu-
YECKWUN aumpo3, pedpaKTepHbe K KOHCEPBATUBHOI Tepaniy.
BONbLUMHCTBO KIIMHUYECKMX PEKOMEHAALMA MO NIEYEHNHO Cen-
cuca u CLU y petelt copepxar faHHble, NOATBEPXAAOLLIME
addektnHocTb 3MT NpU HaMuMKM MOKasaHUN K AWanusy
[9, 130, 183]. B pekomeHaaumMsax no NeYEHUI0 HEOHATANIbHOO
cencuca B HacToslLLiee BpeMs OTCYTCTBYIOT YKa3aHWs Ha npo-
BeAeHue 3[1T, 4To B NepByH 04epefb CBA3AHO C OTHOCUTESTb-
HO peaKUM MpUMEHEHWEM MeTofoB 3 depeHTHON Tepanuu
B HEOHATOIOrUM W OTCYTCTBUEM BOMBLUMX PaHAOMM3UPOBaAH-
HbIX UccnepoBaHuii [195]. B gocTynHoi nutepatype uMeetcs
[0CTaTo4HO 60IbLUIOE KONMYECTBO HEBOMBLLMX UCCNeLoBaHMIA
1 OMUCAHUA KIMHWUYECKUX CTY4aeB YCMELUHOTO NPUMEHEHUS




[EPELIOBAA CTATBA

3MT y HoBopoxAaeHHbIx ¢ cencucom u CLU [30, 45, 139,
174, 198]. Ha ocHoBaHWM aHanu3a faHHbIX IMTepaTyphl, Na-
TOPU3MONOrNYECKUX MEXaHWU3MOB W HALLEro KIIMHUYECKOro
OnbiTa Mbl PEKOMEHYEM PAcCMOTPETb BO3MOXHOCTb NpU-
meHenus 30T npu cencuce u CLL y HOBOPOKAEHHBIX.

Bribop MeTona 3T y HoBOpOXAEHHBIX C cencucoM 1 CLL
3aBMCUT OT TEXHUYECKOIN BO3MOXHOCTU NPOBEAEHMA AManu3a
W OT HanMuMsA/OTCYTCTBUS NPOTUBOMOKA3aHUIA K ONpeseneH-
HoMy MeToay [24, 30, 37, 45, 93, 139, 174, 195, 198].

bonblumHcTBO MpoToKonoB Nno neyeHuto cencuca u CLU
Yy B3pOC/IbIX COAEPAT PEKOMEHALMM MO NPUMEHEHUIO pas3-
JIMYHBIX MOOMGMKauuii remMoamanusa U reModunbTpaLum
(MHTEpMeTUpYlOLLME UM MPOANEHHbIE/NPOLOMKUTENbHBIE),
nepuToHeanbHbIM ananu3 (M[1) npu neyeHnn ocTporo noyey-
Horo nospexaeHus (OMM), accoummMpoBaHHOIO € CEMCUCOM,
Yy B3pOC/bIX MpUMeEHSETCS KpalHe pedko. B To e Bpems
B [IETCKO MpaKTUKe, YeM MeHbLUE BEC MaUMeHTa, TeM Yallle
MCMOMb3YeTCS NMEPUTOHEANbHBIN AUanu3, X0TS C pPasBUTUEM
TEXHOJIOMUIA M NOSIBNIEHMEM He TOJbKO YHUBEPCASbHBIX MaLLIMH,
HO MPU HanMuMKM CreumanbHbIX annapaToB Ans MPOBeAEHUS
NBBrA®/MBBI L y neten ¢ Becom MeHee 10 Kr reMoananus-
Hble TEXHOJIOMMM UCMOMb3ytoTCs Bee vale [37, 57, 93, 196].
B HeoHaTanbHol npakTuke Bbibop MeToaa 3T B nepsyto ouye-
pefib 3aBUCUT OT TEXHUYECKON BO3MOXKHOCTM UCMO/Ib30BaHMS
METOAMKM Y KOHKPETHOrO MaLMeHTa U HaMums NpoTUBOMOKa-
3aHui — TPYAHOCTK, @ 3a4acTylo HEBO3MOXKHOCTM obecneunTb
COCYAMCTbINA [OCTYM, He0OX0AMMBIN NS MOAAEpaHNs paboThl
3KCTpaKopropaskHoro KoHtypa npu NBBIA®/NBBIO/MNBBrA
y feTen ¢ Maccoii Tena MeHee 1,5-2 Kr [25]. To e camoe Ka-
CaeTcsl PasfyHbIX PEXVUMOB AXaNN3a, KOTopble B JaHHOW BO3-
pacTHOM rpynne onpejensioTca B NepByto 04epeab pasMepamu
Tena u COCyA0B W, CNe[0BATENbHO, TEXHUHECKON BO3MOXHO-
cTblo 0becneyenms 31T B ycTaHOBNEHHOM pexume [196].

+ Wcnonb3oBaHue nnasmMoobmeHa, nnasmadepesa U 06-
MEHHOr0 NepenuBanus Kposu npu cencuce u CLL y Hoo-
POXAeHHbIX He pekoMeHayetcs [106].

YpoBeHb ybepuTenbHocTM pekoMeHpauni C (ypoBeHb

[L0CTOBEPHOCTM [J0Ka3aTeNbeTe — 9).

KomMeHTapui. Bce [oCTynHble UCTOYHMKW YKa3blBakT
Ha HeJl0CTaTO4YHOE KOMMYECTBO AaHHBIX AN PEKOMEHAALMMN
nnasmoobMeHoB, NnasMadepesa M 00MEHHOr0 NepennBaHus
Kposu npu cencuce u CLU y naumeHTOB BCEX BO3PACTHbIX
rpynn, B TOM uu1c/e HOBOpOXAeHHbIX. 0bMeHHoe nepenvBa-
HWe KPOBYW accoLMMPOBaHO € TPOMOOLMTONEHMEN U yBENKYe-
HWEM CMEPTHOCTM Y HOBOPOXXAEHHBIX ¢ cencucoM u CLL [106].

Y HoBopoxaeHHbix ¢ cencucoM u CLU pekomenayeTtcs
paccMoTpeTb BO3MOXKHOCTb NpuMeHenus JINC-copbuum
1 aHTULMTOKMHOBLIX copbeHToB [42, 128].
YpoBeHb ybepmuTenbHOCTM pekoMenpaumii C (ypoBeHb
AOCTOBEPHOCTW A0Ka3aTeNbCTB — 9).

KommenTapuii. CoBpeMeHHbIE pyKOBOACTBA [J1A NaLMeH-
TOB [IPYrMX BO3PACTHBIX rPYNM He COAEpPIKaT PEKOMEHAALMN 3a
WM NPOTUB NPUMEHEHUS COPOLIMOHHBIX METOLI0B JIEYEHMS, UTO
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BO MHOTOM CBSi3aHO C HE,0CTAaTO4HbIM KOJIHECTBOM UCCIIEA0-
BaHWM, a TaKXKe C PasHOPOAHOCTLI0 COPOEHTOB M OTCYTCTBUEM
DoMbLLMX MCCNeL0BaHMIA, CpaBHMUBAOLLMX COPOEHTLI, 0baaa-
foLLMe pasHbiMK cBomcTBaMK [42, 128, 129]. Ucnonb3oBaHue
remonepdy3uu C MONMMUKCUHOM Y HE[OHOLLEHHbIX [eTeil
C paHHMM HeoHaTanbHbIM cencucom U CLL cnocobeTByeT bonee
PaHHEMY YNyyLLIEHUI0 FeMOAUHAMUYECKOTO W PECTIUPATOPHOrO
CTaTyca WU CHUXEHUIO CMEPTHOCTW MO CPABHEHWUHKO C MO3JHUM
CENcMCOM HOBOPOXKLEHHBIX, MPU 3TOM aBTOPbl NOLYEPKMUBA-
10T, 4TO MaKCUMaJbHO paHHee Havaso onepauymm remonepdy-
3UM C MOSIMMUKCMHOM OT MoMeHTa auarHoctukmn CLU Moxert
YAYYLWMTL NporHo3 [128]. YunTtbiBas faHHble Apyrux aBToOpoB,
a TaKKe CODBCTBEHHDIN KIMHUYECKUIA OMbIT, Mbl CYUTAEM BO3-
MOXHbIM PEKOMEeH[0BaTb NMpUMEHeHWe COPOLMOHHBIX TEXHO-
norvi npu passutim CLL y HoBopoxxaeHHoro [10, 146].

3.1.7. lononHuTenbHble MeToAbl Tepanum
+ PyTvHHOe Ha3HauyeHWe KOPTMKOCTEPOMLOB CMCTEMHOIO
nevictus (Kog ATX HO02) npm CLL y HoBOpOXKAEHHBIX He pe-
KoMeHpayetcs. HasHadyeHue aexkcameTasoHa (no 0,5 Mr/kr
Kaxable 2—6 4) (ko ATX H02ABO02) unmn ruapoKopTU30Ha
(no 1-2 mr/kr kaxpble 6 v) (kon ATX CO5AAQ1) onpas-
JaHHO ToNbKO npu pedpaktepHoM CLU 1 Hannumm k-
HUKO-N1abopaTopHbIX MPU3HAKOB HELOCTAaTOYHOCTU Haf-
noYeyHuKoB [8, 43].
YpoBeHb ybeauTenbHocTM pekoMeHaaumi C (yposeHb Ao-
CTOBEPHOCTM [10Ka3aTeNlbCTB — 9).

KomMeHTapuii. HegaBHMe pekoMeHaaLmm no AmMarHocTu-
Ke 1 nieyenmto CLU y neTen n HOBOPOXKLEHHBIX He COAepaT
MOKa3aHUi [J1 Ha3HaYeHUs KOPTMKOCTEPOMLOB, OAHAKO
HEKOTOpble UCCe0BaHUS BbISIBUIN He3HAUMTESbHbIE Mpe-
MMyLLLECTBA MMAPOKOPTM30Ha Npu NieyeHun CLU y naumeHToB,
HY)XAQIOLLMXCA B BbICOKMX J03aX KapAMOTOHUYECKMX JleKap-
CTBEHHbIX CpeacTs [8, 43].

+ [pMeHeHWe MHCYNMHOB KOPOTKOrO AENCTBUA M UX aHa-
NOTOB AJ151 UHBEKLMOHHOT0 BBeAeHus (kog ATX A10ABO1)
PEKOMEHAYETCA C Liefblo NOAEPKaHNSA LIeIeBOro YpOBHS
F/I0KO3bl B KPOBU Ha YpoBHe 7,8 MMonb/n U HUe. Abco-
NIOTHOM MOKa3aHWeM SIBNSIETCA YPOBEHb MOKO3bl B KPO-
Bu bonee 10 MMonb/n [184].

YpoBeHb ybeauTenbHocTM pekoMeHpauuii C (ypoBeHb

[0CTOBEPHOCTW [0Ka3aTenbCTB — 9).

KomMeHTapuin. MHorouncneHHbIMM UcceAoBaHUAMN [0-
Ka3aHo, 4TO MMnepriiMkeMus CBA3aHa C NIoXMMM UCX0AaMK, Ofi-
HaKO KIMHMYECKOW 3DhEKTUBHOCTV KOHTPOS YPOBHS FTTHOKO3b
Yy A€Teil B HU3KOM LieNeBOM AMana3oHe He ycTaHoBmeHo [184].

+ PekomeHayeTca 0TKa3aTbCs OT NepenMBaHNS IPUTPOLINT-
COLLePIKALLMX KOMMOHEHTOB KPOBK Y reMOAMHAMUYECKH
cTabunbHbIX HOBOPOXAEHHBIX ¢ cencucoM U CLU, ecrm
KOHLieHTpaums remorniobuHa B KpoByu cocTaBnseT bonee
100 r/n [6, 177].

YpoBeHb ybeamTenbHOCTU pekomeHpaumii C (ypoBeHb

L0CTOBEPHOCTU [,0Ka3aTeNbCTB — 9).
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KoMMeHTapuii. B HacTosLLee BpeMs OTCYTCTBYIOT paHLo-
MU3MPOBaHHbIE KJIMHUYECKWE UCCNeA0BaHUA U MeTaaHanmM3bl,
MOCBSLLEHHbIE TPAHCHY3UM 3PUTPOLIUTOB Y HOBOPOXKAEHHbIX
¢ cencucom u CLL. NMetoTcsa MexkyHapoiHbIe peKoMeHaaLmK
Mo reMoTpaHcdy3nu, rae 3KCMepThl YKa3biBaloT, YTO TpaHC-
(y3ns 3pUTPOLIMTCOAEPIKALLMX KOMIMOHEHTOB KPOBU Y reMo-
AVHAMUYECKM CTabUNbHBIX NALMEHTOB C CEMNCUCOM He onpaB-
LaHa, ecnn KOHLEHTpaums remornobuHa npesbiwaet 70 r/n
[6, 177].

Y HosopoxgeHHbix ¢ CLU, Hypalowmxca B MHBa3WB-
Hou MBJT 1 MeauKaMeHTO3HOW NOAAEPIKKE reMoaUHAMUKMK,
TpaHchy3ns [OHOPCKUX 3PUTPOLMTCOAEPIKALLMX KOMMO-
HEHTOB KPOBW MOKa3aHa, eciiv KOHLEHTpaums reMornobuHa
Hwxe 120 r/n [148].

+ PekoMeHpyeTcs 0TKasaTbcs OT NpoQUNaKTUYECKOM
TpaHcoy3um cBexe3amopokeHHon nnasmel (C3M1) y Ho-
BOPOXAEHHBIX C CEMCUCOM W HapyLLUEHUSIMU CBepTbIBae-
MOCTYM KpoBu 6e3 KpoBoTeueHus [123].

YpoBeHb ybeamuTenbHOCTM pekoMeHpaumii C (ypoBeHb

A0CTOBEPHOCTM [J0Ka3aTeNbeTe — 9).

KomMeHTapui. ViMelotcs MexayHapoaHble peKoMeH-
paumn no TpaHchysumn C3M u KoHueHTpaTa TpoMboLMTOB
y LeTel B KPUTUUECKOM COCTOSHUM, aBTOPbI KOTOPBIX CYM-
TatoT, yuto TpaHcdy3ma C3M1y neten ¢ cencucoM He noka-
3aHa Npu OTCYTCTBUM TeMOpparuyeckoro CMHApOMA, eciu
ypoBeHb MHO MeHee 1,5 [123]. ObcepBaLUyMoOHHbIE UCCTie-
LOBaHWA y TAXeNnobonbHbIX LeTel MoKasanu, YTo nepe-
nueanue C3[1 accounMmMpoBaHo € XyALWMMMU KITMHUYECKUMH
ncxopamu [6].

Y HoBopoxaeHHbIX ¢ cencucoM, CLU w/wnm OBC-cuHa-
poMoM 6e3 MpuU3HaKOB KPOBOTEYEeHMs TpaHChy3ns KOH-
LieHTpaTa TpoMOOLMTOB peKOMEeHAYeTCS U KoNM4YecTe
TpoMboumToB B Kposu <25 x 10%/n. Mpu npoponato-
LLLeMCS KPOBOTEUEHUN TpaHCdy3ns KOHLEHTpaTa TpoM-
BounToB peKoMeHAyeTcs Npu KoiMyecTBe TpOMOOLMUTOB
B Kposu MeHee 50 x 10°/n [60, 147].

YpoBeHb ybeaMTeNbHOCTM peKoMeHzaumii A (ypoBeHb
LOCTOBEPHOCTW A0Ka3aTenbCT — 2).

KoMMeHTapmid. [lpofeMOHCTpMpOBaHa CBA3b MeXAy
nepenvBaH1eM TPOMOOLMTOB He[OHOLIEHHBIM HOBOPOXEH-
HbIM 1 HebnaronpuUATHBIMM UCXOAAMM JIEYEHUs: YBENMYEHMe
YacToTbl CEencuca, HEKPOTUYECKOTO 3HTEPOKONUTA, BHYTPU-
KENYA04KOBbIX KPOBOM3NUAHWIA, Bonee pnmTenbHoe npebbl-
BaHue B OPUT, nporpeccuposatme 0/, yBenuuenve netans-
HocTn [147]. VIMetoTcA [aHHble, CBUAETENbCTBYIOLIME, YTO
Y HOBOPOX[AEHHbIX B KPUTUYECKOM COCTOSIHUM C CEMCUCOM,
CLU w/mnn [IBC-cuHapoMoM TpaHcdy3us KOHLEHTpaTa TpoM-
BOLMTOB NpK OTCYTCTBUM KPOBOTEYEHUS MOXET ObiTb OnpaB-
[1aHa TOJbKO KOraa WX KonmyecTso MeHsiue 25 x 10°/n [60].
Mpu CLL v KpoBoTeyeHUM TpaHchy3us KOHLEHTpaTa TpoMbo-
LMTOB MOKa3aHa, Koraa ux KoindyecTso MeHblue 50 x 10°/n
[60, 147].
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Y HoBopoxaeHHbIX ¢ cencucoM U CLL Ha paHHUX cTagumsx
3aboneBaHna C LeNblo YMEHbLUEHUS PUCKA feTaslbHoro
UCX0[ia peKOMeHAYeTCs BHYTPUBEHHOE BBeEHNE UMMY-
HornobynuHa YenoBeKka HopManbHoro [IgG + IgM + IgA]
(kop ATX J06BAO02) [34, 69, 121, 135].

YpoBeHb ybeaMTeNnbHOCTU pexoMeHpauuii A (ypoBeHb
LO0CTOBEPHOCTU [,0Ka3aTeNbCTB — 2).

KommeHTapui. BHyTpuBeHHOe BBefEeHWE MMMYHOINO-
oynuHoB (kop ATX J06B) naumeHTaM € CEMcuUcoM Mo3BonseT
CHU3WUTb CMEPTHOCTb W AJIMTENBHOCTb JIEYEHUSA B CTaLMOHape.
Mpenaparkl, oboraleHHble IgM, bbinn 6onee 3ddeEKTUBHDI-
MM, XOTS AaHHas Tepanus M He OKasana 3HauuTeNbHOro ad-
(eKTa Ha ypoBeHb NETanbHOCTU MpU HeOHaTanbHOM Cencu-
ce [135]. AHanoruyHble aaHHble bbin nosyyenbl E.C. Dinleyici
1 coaBT. [69] KoTopble YCTaHOBWNM, YTO NOKa3aTeNu CMepPTHOCTM
OblM 3HAUMTENIBHO HUKE Y MALMEHTOB, MOYYaBLLUMX JIEYEHUE
UMMyHornobynuHom (kog ATX JO6B), oboralueHHbIM IgM, no
CPaBHEHWIO C KOHTPOJIbHOM rpynnoit. [pu oLeHKe 3ddeKTUBHO-
CTV Tepanmm TOJbKO B HEOHATaIbHbIX MCCEA0BaHNSAX YCTaHOB-
NIeHO 3HauMTENbHOE NPEUMYLLECTBO AJUTEbHOTO SIeYeHNs —
bonee 3 pHeit [69]. WMetoTcs AaHHble, CBUMAETENLCTBYIOLLME
0 TOM, YTO NpoAJIeHHOe Ha3HayeHue (B TeyeHue 7 aHei) IgG
1 IgM y HOBOPOXAEHHBIX C OYeHb HM3KOW Maccoi Tena npu
POXLEHWM, Y KOTOPbIX AMarHOCTUPOBaH Cencuc, sBnseTcs bes-
0nacHbIM W 3hhEKTUBHBIM METOAOM JIEYEHUS U MOXKET pac-
CMaTpMBaTLCA KaK afibloBaHTHasA Tepanus [34, 121].

3.2. Xvipypruyeckoe sieyeHume

CaHauws/ppennpoBaHme ovara(oB) MHPEKLMM peKOMeH-
JyeTcs B MaKCMMarbHO KOPOTKUE CPOKY NOCHE AMarHOCTUKH
cencmca [2, 14].

YpoBeHb ybenuTensHocTv pekoMeHaauui C (ypoBeHb Ao-
CTOBEPHOCTM [0Ka3aTeNbCTB — 4)

KommeHTapuii. Heobxoaumo npoBegeHue [puarHo-
CTMYECKOro MOWCKA AJ1A YCTAHOBJIEHWA Q4ara UHQEeKLUH.
Mpu HeobxoamMocTu cnepyeT NpuberHyTb K KOHCYNAbTauuu
NpoduAbHBIX CreumanucToB (Hanpumep, Xupypra, UHdeKLmo-
HUCTa) LNS OnpefieNieHns MPUOPUTETHOCTM M CrocoboB BMe-
LUaTeNbCTB, HEOOXOAMMBIX AN LOCTUXEHUS KOHTPONS Haj
UCTOYHMKaMU MH@eKUMK. KOoHTponb MCTOYHMKA WMHGEKLMM
OnpejenseTcs Kak KOMMIEKC MeponpusTUA, HanpaBfieHHbI
Ha CaHaLMio/ApeHUpoBaHKue o4ara(oB) MHGEKLMK, YTO Mpe-
[0TBpaLLaeT NporpeccupoBaHne MHGEKLMOHHOTO npouecca.
3T MeponpusATMS MOTYT BKJKOYaTh ApeHupoBaHue abcuiecca,
3MNUeMbl, yoaneHue WHOULMPOBAHHBIX BHYTPUCOCYAMCTBIX
ycTponcTB U T.4. [poBefeHne MeponpusTUA MO KOHTPOJIKO
UCTOYHWMKOB MHEKUMM HEODXOAMMO OCYLLECTBASATL B MaKCU-
MaslbHO CXKaTble CPOKW MOC/e HayaslbHOr0 BOCCTAHOBMEHUSA
reMoaMHaMuKK, B Uaeane — He no3aHee 6—12 4 nocne no-
CTAHOBKY AMarHo3a. BaykHOCTb KOHTPOSIA UCTOYHUKOB MHEK-
LMK y aeTeit bbina nokasaHa npy abeueccax Koxu U ryboKux
TKaHel, a TakKe NpU HEKPOTUYECKOM 3HTepoKonuTe [14].

3.3. UHoe neyenue
He npumenumo.
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4. MEAULUNHCKAA PEABUTUTALUA
N CAHATOPHO-KYPOPTHOE
NNEYEHUE, MEAULUUHCKUE
MOKA3AHUA U NPOTUBOIMOKA3AHUA
K MPUMEHEHWIO METO/10B
MEJULMHCKON PEABUTUTALIUN,

B TOM YAC/IE OCHOBAHHbBIX HA
UCMO0J/Ib30BAHUU NPUPOAHBIX
JNIEYEBHbIX ®AKTOPOB

MeaMuMHCKas peabunutaums M CaHaTOPHO-KYpOPTHOE
NeyeHne HOBOPOXK/EHHBIX C CEMCMCOM MPOBOAMUTCS C Yyye-
TOM CTEMEHW TSKECTU U 0CODEHHOCTEN TEYEHUS OCHOBHOMO
3aboneBaHus, Ha QOHE KOTOPOro pasBWCA HeOHATaNbHbINA
cencuc.

Llenbto peabunuraumy HOBOPOXKAEHHBIX C CENCUCOM SB-
NAETCSA BOCCTAHOB/NEHME U COXpaHEHWE 3L0POBbS.

OcHoBHble 3afauu peabunuTauMm HOBOPOXAEHHbIX
C Cencucom:

1) npenynpexaeHve UK yMeHbLUEHWE CTEMNEHM BblpaXeH-
HOCTW HapyLLEHW QYHKLWIA OpraHoB U CUCTEM OpraHu3Ma;

2) npefynpexaeHne UM yMeHbLUEHWe CTENEHU OrpaHu-
YeHMIA XU3HEAeATENbHOCTU U NPOrpeccpoBaHns 3abonesa-
HUS U Pa3BUTUS OCNOXKHEHMWIA;

3) npeLynpexaeHne 1 KOPPEKLNS IMOLIMOHATBHO-NCUXO-
NIOTMYECKMX PacCTpONCTB;

4) CHUKEHMWE TAXKECTU MHBANMAN3NPYIOLLMX NOCNeACTBUIA
3aboneBaHus, afanTaums K noBceHEBHbIM ObITOBbIM (U3u-
YECKUM HarpysKam.

5. NPOGUNAKTUKA U AUCNAHCEPHOE
HABJIIOAEHUE, MEAULWNHCKWUE
MOKA3AHUA U NPOTUBONOKA3AHUA
K NPUMEHEHWIO METO10B
MPO®UTAKTUKU

IbdeKTUBHBIX CrieumdUYecknx MeTOLO0B NPO(UIAKTUKM
cencuca y HOBOPOXKAEHHbIX B HACcTOsLLEe BpeMs He cylue-
CTBYeT.

EnMHCTBEHHBIM U Hambonee 3QQEKTUBHLIM METOA0M
NpeLoTBPALLEHMs PaHHEr0 HEOHATasbHOM0 Cencuca ABNseTCS
NeYyeHne OCTPbIX U XPOHUYECKUX MHGDEKLMIA YPOreHUTanbHOro
TpaKTa MaTepu KaK [0, TaK 1 BO BpeMsl bepeMeHHOCTM.

C uenblo NPodMNaKTUKKM NO3AHErO HEOHATaNbHOo Cen-
cuca peKoMeHyeTcs CTporoe CobtofeH e BCeX CaHUTapHo-
3MMAEMUYECKUX HOPM 1 NPaBuA A MeAULIMHCKO OpraHu3a-
uwmm 1 OPUT, oKa3bIBalOLLMX MOMOLLb HOBOPOXAEHHBIM LETAM.
+  [Inf cHVXKeHMs pucKa pa3BUTUSA NO3LHET0 HEOHATANIbHOrO

Cencuca U yMeHbLLEHUA NPOJOIKUTENIBHOCTU NapeHTe-

PaNbHOr0 MUTaHUS BCEM HEAOHOLLEHHBIM HOBOPOX[EH-

HbIM C 3KCTPEMabHO HWU3KOW Maccoli Tena peKoMeHzay-
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eTCA paHHee Hayano 3HTEepasbHOr0 MUTaHWUA TPYAHBLIM

MoJ10KoM [58].

YpoBeHb ybeauTenbHocTM pekoMeHaaumii A (ypoBeHb fio-
CTOBEPHOCTM [J0Ka3aTeNbeTs — 2).

KommeHTapui. [pyaHoe BCcKapmnuBaHue cnocobcTyet
yMeHbLUeHuto aauTensHocTu MM 1 accoummnpoBaHo ¢ yMeHb-
LUEHNMEM BEPOATHOCTM Pa3BUTUSA MO3LHEr0 HEOHATasbHOro
cencuca y HeIOHOLLEHHbIX HOBOPOXAEHHbIX C 04eHb HU3KOI
W 3KCTPEMarbHO HWU3KOM Maccom Tesia Npu poxaeHun [58].

[ucnaHcepusaums HOBOPOXAEHHbIX C CENCUCOM

[lncnancepHoe HabniofeHve npefcTaBnseT coboin ob-
CNefi0BaHNe HOBOPOXAEHHBIX, MEPEHECLUMX Cemncuc, cTpa-
AAMLLNX KaKUMU-NIMBO OCMIOXHEHWUAMMU UM NOCNeACTBUAMM
3Toro 3abonesaHus, nepeLLeALIMMM B XPOHUYECKMe 3abone-
BaHUs, WA QYHKLMOHaNbHbIE PacCTPOMCTBA, MPOBOAMMOE
C OnpefeneHHoI NePUoAMYHOCTBIO B LIENSX CBOEBPEMEHHOTO
BbISIBNIEHNA, NpeaynpexaeHNs 0CN0XHeHWI, 060CTpeHuii 3a-
bonesaHuit, MX NPOPUNAKTUKM 1 OCYLLLECTBNEHUS MeAULIMH-
CKOM peabunutaumm yKkasaHHbIX UL, U B NOpsAKe, YCTaHOB-
NIEHHOM COOTBETCTBYIOLLMMM MPUKa3aMU.

NncnaxcepHoe HabntofieHNe 3a HOBOPOXKAEHHBIMM, Nepe-
HeCLUMMM CeMncuc, OCYLLECTBAAIOT MeAULMHCKME PaboTHUKK
Me[MLIMHCKON OpraH13auun WM CTPYKTYPHOro moapaspe-
NEHNS MHOM OpraH13aLmK, OCyLLECTBIAIOLLEN MeAULIMHCKYIO
AeATeNbHOCTb, rae pebeHoK NonyyaeT nepeuYHyl0 MeanKo-
CaHWTapHYI0 NOMOLLb.

6. OPTAHU3ALUA OKA3AHUA
MEJAWLIUHCKOM NOMOLL A

MeanuMHCKasa NoMoLLb HOBOPOXAEHHBIM C CEMCUCOM
u CLU, HanpaBneHHas Ha nepBUYHyl0 CTabunamsaumio cocTo-
AHWA, [OMKHA OCYLLECTBNATLCA Ha BCeX 3Tanax, HauMHas
C poAMNBbHOMO [0Ma M 3aKaHuMBas Creuuann3vpoBaHHbIM
cTaunoHapoM Il ypoBHsi.

MNokasaHus ana rocnutaausauuu B CtaumoHap

Bce HOBOpOXAEHHbIE C MOATBEPKAEHHBIM CENCUCOM UMK
NMOA03peHNEM Ha HEro HyXAaloTCcs B IKCTPEHHOMN rocnuTanu-
3auumn B CreLuanmsnpoBaHHbin ctaunoHap Il yposHs, uMe-
IOLLMIA BO3MOXKHOCTU A1 SKCTPEHHOW AMArHoCTUKM oyara
MHDEKLUMM U neyeHns pasnuuHoi natonoruu. CLU sBnsetcs
abCoMOTHLIM NOKa3aHMEM 1S FoCMUTanu3aLmu.

HoBopoieHHoro, HaxoasLuerocs B CTaLMoHape, He pac-
MosaratoLLEM TaK1MM BO3MOXKHOCTAMM, ClieJyeT B MaKCUMasb-
HO KOpOTKVE CPOKV NEPeBECTU B MeMLIMHCKYI0 OpraHu3aLmio,
rae ecTb BCe COBPEMEHHbIE TEXHONOMMM, UCNOJb3yeMble 1S
NleYeHus Cencuca, B TOM YKCTEe CaHaLmmM ovara MHPeKLmm.

MenoMUMHCKasa 3BaKyauMs HOBOPOXAEHHbIX C Cencu-
coM u CLU B MeauuMHCKyl0 OpraHW3aumio, UMENOLLY0 BO3-
MOXKHOCTb OKa3aHusi HeobXoAuMoN Cheuuanm3vpoBaHHOi
MeJMLMHCKOW MOMOLLM, OCYLLeCTBNSETCA CUNaMu Creum-
anu3npoBaHHbIX BblE3[HbIX Opurag CKOpon MeaWLMHCKOI
MOMOLUM aHeCcTe3noNIorun-peaHuMaLmn Uam aBMaMe AULIMH-
CKMX BbIE3[HbIX DpUraz CKOpoN MeMULUMHCKON MOMOLLM, UK
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BbIE3AHBIX 3KCTPEHHBIX KOHCYNbTaTUBHbLIX Opurag CKopoi
MeJMLIMHCKOM noMoLLm. B KawoM pervoHe peKoMeHayeTcs
pa3paboTaTtb pervoHanbHble NpaBuia 3KCTPEHHOMO NepeBoa
¥ NPOTOKON MapLUpYTU3aLMWM HOBOPOXAEHHBIX C CEMCUCOM
1 CLL ¢ yqeToM uMetoLumxcst 0Co06eHHOCTENA.

HoBopoxeHHbIN € SIBHBIMM MPU3HaKaMKU Cencuca um
noJo3peHMeM Ha Hero Jo/mkeH bbiTb 0bs3aTensHo nepese-
neH B OPUT.

Mpu oKa3aHuUM noMoLLym HoopoxaeHHoMy B OPUT B3poc-
7I0r0 MHOrompogMbLHOro CTaLMoHapa OnpaBAaHHO MpoBe-
AeHWe TeneMeaMLMHCKUX KOHCYNbTaLmii co creumanuctamu
HaLMOHaNbHbIX MEAULIMHCKUX UCCNeL0BATENbCKUX LIEHTPOB.
Mpu HeobxooMMocTW cnefyeT paccMOTPeTb BO3MOXHOCTb
NPOBEAEHNSA O4HOM KOHCYNbTALMKM HA MECTE C BbINOJIHEHWEM
HeobxoAMMbIX IUArHOCTUYECKUX W TepaneBTUYECKUX BMeLLa-
TENbCTB COTPYLHUKAMU HALMOHAbHBIX MeAULMHCKMX Ucche-
A0BaTeNbCKUX LiEHTPOB.

MokasaHusa ans nepesoja B 0TAeNEHUE peaHUMaLUK
M UHTEHCMBHOWN Tepanuu

B cBfi3u ¢ TeM, YTO Mpu cencuce HOBOPOXAEHHbIX BCEraa
MMeeT MeCTo opraHHas aMC@yHKLMSA, BCe NaLMEHTI € Nofo3pe-
HWEM Ha Cencuc AOMKHbI ObITb rocnuTanuavpoBatbl B OPUT, uto
MO3BONSAET CHU3UTb BHYTPMBONIBHUYHYIO JIETabHOCTb.

lNokasaHus K nepesoay nauueHTa U3 OTAeJieHUA
peaHuMalmm n MHTEHCUBHOM Tepanuu

Mocne ctabunmsaumm CoCTOSHMS, HOpManu3auuu reMo-
AMHAMUYECKMX MOKa3aTenen U YCTPaHeHNA yrpo3bl A Xus-
HW MOKa3aH MaKCnMaJibHO paHHVIVI nepeson HOBOPOXAEH-
HOro B cneuuanu3npoBaHHoe negunatpuyeckoe otaesieHue,
MMeloLLiee OMbIT JIeYeHNs AaHHOM KaTeropnun nauneHToB.

lMoka3aHus K BbINUCKE U3 cTaLMoHapa

BbinucKa naumMeHTa M3 CTauMoHapa OCyLLEeCTBAISETCA
nocne HOpManu3aumu BCeX KIIMHUKO-N1abopaTopHbIX MoKa-
3aTeNeil U oTpULATENbHBIX pesynbTatax bakTepuonoruye-
CKOTO MCCNefi0BaHUA U3 BCEX CTEpPUNbHBIX 61ON0rMYecKux
JIOKYCOB.

AnropuTtM MpUHATMA TaKTUYECKOTO PeLLeHMs 0 Heobxo-
AMMOCTM TEpaneBTUYECKUX MEPONPUSATUN MPK CENCUCE HOBO-
POXAEHHbIX NPELCTaBNEH HA PUCYHKE.

7. AOMO/THUTENNbHASA UHOOPMALIUA
(B TOM YUCJIE ®AKTOPbI, BIUAIOLLUE
HA UCX0J 3ABOJIEBAHUA U/TA
COCTOSAHMA)

He npumeHumo

8. KPUTEPUW OLIEHKW KAHECTBA
MEAWLWHCKOM NOMOLL A

KpuTepum oLeHKM KavecTBa MeMLMHCKOM NOMOLLM Npu-
BefeHbl B Tabn. 16.
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9. UHOOPMALIUA ONA NALUEHTA

Cencmc HOBOPOXKAEHHBIX — O[IHO U3 CaMbIX TSKENbIX 3a-
BoneBaHuin Nepuosa HOBOPOXAEHHOCTH, NMPUYMHBI KOTOPOrO
BeCbMa MHOTOYMCIIEHHBI. Yallie Bcero cencuc pasBuBaeTCS
BCNEACTBME BHYTPUYTPOBHOTO MHBMLMPOBAHUA NAOAA, XOTS
Yy MarblLLeid, POAMBLUMXCS A0 CPOKA M HYKAAMOLMXCS B AN-
TE/IbHOM NIeYEHWUU B OTAENIEHUN UHTEHCUBHOW Tepanuu, WH-
(heKuMs MOXET NPUCOEAMHUTLCS U B Bomee No3gHMe CPOKK.

0 cencvce roBopsT B CNyyae, eCiv y HOBOPOXKAEHHOMO
0TMEYaloTCs MPU3HaKM TAXKENOro TeyeHUs MHdEKLMM ¢ Bo-
BNIEYEHWEM B MaTONOMMYECKUIA NPOLLECC CaMbIX PasHbIX CU-
CTEM OpraHoB, Npy 3TOM Yallie BCEro NepBbIMY CUMMTOMaMM
cencuca SBAITCA CTOHYLLee AblxaHue, BblpaXKeHHas bnep-
HOCTb, XENTYLUHOCTb, CEPbIN UM CUHIOLLHBINA KOMOPUT KOXKMK,
0TKa3 OT rPyay 1 Ype3MepHas BAIOCTb pebeHKa.

Hanbonee BbICOKMW pUCK TsKENOro TeYeHWs cemncuca
XapaKTepeH [19 He[JOHOLLEHHbIX HOBOPOXAEHHbIX C HU3KOA
W 3KCTPEMaIbHO HU3KOW Maccom Tena.

Ecnm guarHocTvpoBaH cencuc, BallieMy MarbiLLy, BeposT-
Hee Bcero, notpebyeTcs AUTeNbHOE leYeHne B OTAENEHUN
WHTEHCUBHOW Tepanuu, rae eMy ByayT HasHaueHbl nekap-
CTBEHHblE NpenapaTbl, BO3AENCTBYOLME Ha BO3byauTens
MHGEKLMW 1 MO3BOJIAOLLME YCTPAHUTL MMEIOLLMeCs HapyLue-
HWA B (YHKLMM OpraHoB.

B Taxenbix cnyyasx MoxeT noTpeboBaTtbcs npoBefeHue
MBJ1, korpa B Tpaxeto pebeHKa byaeT BcTaBneHa cneumanb-
Has TpybKa, K KoTopon byaeT nogkmioyeH annapart UBJI.

Mpw oTcyTcTBMM Npobnem co ctopoHbl FKT pebeHok cMo-
JKET NojlyyaTb CLEMEHHOE TPyAHOE MOJIOKO Yepes Creum-
anbHyH TpybOUKY (30HA), BCTABNEHHYHO B XENyAOK, N03TOMY
MaMe pebeHKa 04eHb BaXXHO COXPaHMUTb MPYAHOE MOJIOKO KaK
MOXKHO [0JbLUE, MOCKONbKY 3T0 Camoe r1aBHOe U HYXHOe,
YeM Mama MOKEeT NOMOYb CBOEMY MaflblLLly.

Ecnu e ato bymeT HeBO3MOXHO, TOrAa BCe MUTaHUe
¥ BUTaMWHbI Manbil byaeT noslyyathb B BULE JIEKAPCTBEHHBIX
pacTBOpoB, KoTopble byayT BBOAUTLCS BHYTPMBEHHO.

[lo HepaBHEro BpeMeHU PUCK NETabHOro Mcxofa npu
pasBUTUM Cemncuca HOBOPOXAEHHbIX Obln KpaiHe BbICOK,
CerofHs y Bpayel HeOHATONOroB M HeOHaTabHbIX peaHu-
MaToI0roB MOSABWICA MOLLHEALNA apceHan obopyaoBaHus
W JIeKapCTBEHHBIX MPenapaToB, N03BOMAKLLMIA cnacaTh Jaxe
caMblx 6e3HafEXHbIX NaLMEHTOB, 04HAKO NPOrHO3 NpU 3TOM
3aboneBaHuM Jaxe C y4eTOM AOCTUXKEHUA COBPEMEHHON
HEOHATOJI0rMM OCTAETCA KpalHe Cepbe3HbIM.

Mocne cTabunmsaumum cocTosHUs B OTLENEHUM UHTEHCUB-
HOM Tepanmuu MoxeT noTpeboBaTbcA ANUTENbHOE NieyeHue
1 peabunuTaums Kak B CTaLMOHape, Tak U B bivmkaniume Me-
cALbI Nocne BbIMUCKM LOMOMN.

OuyeHb BaXKHO NMOHWUMATb, YTO CENCUC — KpanHe Cepbes-
Hoe 3aboneBaHue, KOTOPOE HEMb3S BbIEYUTb 33 OfUH [EHb,
OHO MOXKET MpOoTeKaTb C MepuoAaMm YiyuLLeHUs W yXyALle-
HWSA COCTOSHWA, NO3TOMY KpaliHe BaXHO 3anacTuCh TEpMeHU-
€M U BbIIEPXKKON, COXPaHSATb CMOKOWCTBHE, NI060Bb K CBOEMY
pebeHKy, Bepy B ero BbI3[A0POBNIEHNE W [JOBEpHUE K BpayaM,
KOTOpble NPUIOKAT BCe YCUAMSA AN BOCCTAHOBEHNS 3[,0p0-
BbS CBOET0 MaJIeHbKOr0 MaLueHTa.

lMoMHuMTe, YTO Balle HAacTPOEHME HAMPAMYK0 OTpaXaeTcs
Ha COCTOSHMM BaLLero Manbiwal
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Knunuyeckue n PraHHOi AUCHYHKUUN /
Clinical signs of multiple organ dysfunction

Meavatp

Mokasatenu nayuexTa
COOTBETCTBYIOT
AWArHOCTUHECKUM

MopospeHne Ha MHpeKuuio /
Suspected infection

Het/No

[alYes

INa6opartopHas oueHka Mapkep &b / HerINo nggi:":;%:’nx:gz / flaies MNep & OPUT, nep| 1
Laboratory evaluation of infection markers NnSOFA score > 2 Transfer to ICU, primary condition stabilization
TNa6opartopHas oLeHKa MapkepoB MHeKUUn /
Het/No Laboratory evaluation of infection markers
Nndbdpep Auar I
nonoxureneHele/ Differential diagnostics
Positive test

KpuTepuaM cencuca? /
l Does the patient meet
the diagnostic criteria A
AHTuGaKTef p B Bakrepuonoruyeckoe for sepsie? F > P B
72 yacos / Antibacterial therapy for 72 hours UCCNEROBaHNE KPOBH Ha 72 vacos / Antibacterial therapy for
cTepunbHocTs / Bacteriological 72hours
l examination of blood for sterility l
INa6opartopHas oLeHka MapKkepoB MHGeKUUU l —
yepes 48 vacos / Laboratory evaluation of PATOPHAR OUCHER IRpKSD
infection markers at 48 hours 3Mnupuyeckan nHpekuuu Yepes 48 yacos / Laboratory
aHTHBaKTepUanbHas TEpanis Ha evaluation of infection markers at
] 7 AHeit / Empiric antibiotic therapy 48hours
0 for 7 days
TMEHa UMK KOPPEKUUN TEpanuin

or

correction

PMCYHOK. AJ'IFOpVITM MPUHATUA TaKTUYECKOro peLleHus

Fig

ure. Tactical decision-making algorithm

Tabnuua 16. Kputepum oLeHKM KauecTBa Me AMLIMHCKON NOMOLLM

Table 16. Criteria for assessing the quality of medical care

Kputepuii oueHku /
Evaluation criterion

BbinonHexue /
Implementation

6.
1.

8.

10

11.

12.

13.

14.

. BoinonHeH Bu3yanbHbIi TepanesTUyeckuii ocMoTp / Visual therapeutic examination was performed

. BeinonHeHo MVIKpOﬁVIOJ'IOI'VI‘-IECKOG (Kyanypaanoe) uccnenoBaHne KpoBu Ha CTepUiibHOCTb /

Microbiological (culture) blood sterility test was performed

. BoinonHeH 06Lwmit (KNMHUYECKWIA) aHann3 KpoBW pa3BepHYTBIN, UccnesoBaHue ypoBHs C-peakTuBHoro benka /

Complete (clinical) blood count was performed, C-reactive protein level was studied

. Boinonxena KoarynorpamMma (OpVIeHTVIPOBOLIHOE uccneoBaHMe CUCTEMbI reMocTasa) /

Coagulogram performed (indicative hemostasis study)

. BoinonHeHo uccnepoBaHme KMCNOTHO-O0CHOBHOIO COCTOSIHUS W ra3oB KpOBH, YPOBHA MOJI0YHOM KUCNOTbI B BEHO3HOM

Kposu / A study of the acid-base state and blood gases, the level of lactic acid in the venous blood was performed
BbinonHeHa axokapauorpadms / Echocardiography performed

BbinosHeHo yrbTpa3ByKoBOE WCC/e0BaHMe OpraHoB OpIOLLHOI NoocTy (KoMnieKcHoe) /
Abdominal ultrasound (complex)

BbinosnHeHbl peHTreHorpacus nerkux 1 063opHas peHTreHorpadus opraHos 6proLLHoiA noocTy /
Pulmonary X-ray and abdominal X-ray were performed

. BoinonHeHa HepocoHorpadwms / Neurosonography performed

. HazHaueHa aHTUMUMKpobHas Tepanus / Antimicrobial therapy prescribed

MpoBeseHa MHdY3MOHHas Tepanus NpyU CENTUYECKOM LUOKe B CTapToBOM 06beMe He MeHee 30 Mn/Kr Macchl Tena /
Infusion therapy was performed for septic shock in a starting volume of at least 30 ml/kg of body weight
HasHaueHbl KapaMOTOHMYECKUE CPeaCTBa, KpoMe cepaeyHbix rimko3naos (kog ATX CO1C) npu otcytcTBum addek-
Ta 0T UHY3MoHHo Tepanum / Cardiotonic agents were prescribed, except for cardiac glycosides (ATC code S01S)
in the absence of effect from infusion therapy

HauaTa HeMHBa3WBHas UCKYCCTBEHHAA BEHTUNALMA NIETKUX Y HOBOPOXAEHHBIX C KUCIOPOA03aBUCUMOCTbIO /
Non-invasive mechanical ventilation started in oxygen-dependent newborns

Hauata MHBa3uBHasi MCKyCCTBEHHAA BEHTUNALMSA NErkuX npy oTcyTcTBUM 3ddeKTa 0T HeMHBA3WBHOM PeCiMpaTopHOV
nopnepxku / Invasive mechanical ventilation started in the absence of effect from non-invasive respiratory support

[a/Yes
Het / No
Ja/ Yes
Het / No
[a/ Yes
Het / No
[a/ Yes
Het / No
Ja/ Yes
Het / No
[a/ Yes
Het / No
[a/ Yes
Het / No
[a/ Yes
Het / No
a/ Yes
Het / No
[a/ Yes
Het / No
[a/ Yes
Het / No

la/ Yes
Het / No

[a/ Yes
Het / No
[a/Yes
Het / No

DAl https://doiorg/10.17816/PED1545-53
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10. METOZ10J107 U PA3PABOTKU
KNUHUYECKUX PEKOMEHOALMA

MeToapbl, ucnonb3oBaHHbIe ANs cbopa/cenexkumy Aoka-
3aTeNbCTB: MOUCK B 3/IEKTPOHHBIX 6asax AaHHbIX, 3aKOHaX
1 HOpMaTUBHbIX [10KyMeHTax Poccuitckoi ®epgepaumm 210,

OnucaHue MeToAoB, MCMONMb30BaHHbIX Ans cbopa/ce-
NeKUMW [0Ka3aTeNbCTB: A0Ka3aTeNbHOM 6a3oi ans peko-
MeHZaumn ctamu nybnukaumy, Bowwealume B KoxpaHoBCKyto
oubnuoteky, 6asbl faHHbx PubMed, EMBASE n MEDLINE,
Scopus, Web of Science, eLibrary, clinicaltrial.gov, anexTpoH-
Hble BMBNMOTEKM, KIMHUYECKUE PEKOMEHAALNM, pasMeLLeH-
Hble Ha pecypcax The National Institute for Health and Care
Excellence, The European Association of Perinatal Medicine,
The European Society for Pediatric Research, The Europe-
an Foundation for the Care of Newborn Infants, The Euro-
pean Society for Neonatology. MmybuHa noucka coctasuna
20 ner.

B npouecce NOArOTOBKW KIMHUYECKUX PeKOMEHAALMM
Bbinn chopMynMpoBaHbl KkoYeBble BOMPOCkl Mo hopMyne
PIPOH:

+ P (population) — nonynaums naumMeHToB M XapaKTepu-
CTWKa 3aboneBaHus (HOBOPOXAEHHbIe ¢ cencucom u CLL);

+ | (interventions) — BMelLaTeNnbCTBa (MEPONPUATUS UH-
TEHCHBHOI Tepanuu);

+ P (professionals) — ueneBas ayauTopus KIMHUYECKMX
peKoMeHAaumii (Bpaun aHecTe3nosoru-peaHnuMaTonorm,
Bpa4nU-HEOHaToNorW, Bpaynu-neamaTpbl, Bpaunu-xupypriu,
BPaUM-MHDEKLMOHMCTD);

+ 0 (outcomes) — oxuAaeMble UCX0Abl, KOTOPbIE MOTYT ObiTb
yNyuLLIEHbI (MCXOLbI NALMEHTOB, NOKA3aTesM CUCTEMbI 3apa-
BOOXPaHEeHMS, ANMAEMUONIONMYECKME NOKa3aTeNn U p.);

+ H (health care setting) — MecTo oKa3aH1s MeAULMHCKOM
nomoLuy (ambynatopus, craumnoHap, OPUT).

2 (MepepanbHbii 3aKoH ot 21.11.2011 N 323-03 «06 ocHosax oxpa-
Hbl 370p0oBbs rpaxaaH B Poccuiickoit Oepepauuu».

% MMpukas MuHncTepcTBa 3apasooxpaHeHnsa PO ot 12 Hosbpsa 2012 .
N® 909 «06 yTBepxAeHMM MopsAAKa OKa3aHMA MeAMLMHCKONA MOMOLLM
LeTAM N0 NPOGUII0 «aHECTE3MONIOMUA U PeaHMaToNorns».

“ Mpuxa3s MuHncTepcTBa 30paBOOXPaHEHNSA 1 COLMarnbHOro pasautia PO
ot 1 Hos6pst 2004 . N2 179 «06 yTBEpKAEHMM NOPSAKA OKa3aHWs! CKOpOM Me-
JMLIMHCKOI noMoLum» (¢ M3MeHeHusMm ot 2 aBrycta 2010 ., 15 Mapta 2011T.).

5 Mpukas MunmcTepcTa 3apasooxpaqerns PO ot 28 oktabpa 2020 T.
N® 1170H «06 yTBEpKAEHMM NOpALKA OKa3aHWUS MeAMLMHCKOW NOMOLLM
HaceneHuio no npoduto «TpaHcdy3nonorms».

¢ MMpukas MuHucTepcTaa 3apasooxpaHeHns PO ot 15 Hosbpsa 2012 .
N2 921H «06 yTBEpXAEHWUM NOpPAAKA OKa3aHUS MeAMLMHCKOM MOMOLLM
no npoduio «HeoHatonorms».

7 Mpuka3s Munnctepctsa 3apasooxpaHennsa PO ot 10 Mas 2017 r. N 2031
«06 yTBEPKAEHUN KPUTEPUEB OLIEHKU Ka4eCTBa MeaMLIMHCKON MOMOLLY.

8 MemayHapogHas KnaccuduKaumsa 6osiesHeid, TpaBM U COCTOAHMA,
BAMSIOLLMX Ha 370poBbe, 10-ro nepecMotpa (MKB-10) (BcemupHasi opra-
HW3aums 3apaBooxpaHeHus), Bepcus 2019.

? HoMeHKnaTypa MeMUMHCKUX yciyr (Mpukas Muxsgpasa Poccun
ot 13 okTs6ps 2017 r. N® 804H).

1 MepeyeHb HMU3HEHHO HEOBXOAMMBIX M BaMHELLMX SIEKapCTBEHHbIX
npenapatos Ha 2023 r. (PacnopsikeHue Mpasutensctea PO ot 12 okTabdps
2019 r. N2 2406-p).
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MeToAbl, UCMOMb30BaHHbIE A8 OLLEHKW KauecTBa U CUbl

[0Ka3aTeNbCTB:
*  KOHCEHCYC 3KCMepTOB;
¢ OLEHKAa 3HaYMMOCTU B COOTBETCTBMM C PEUTUHIOBOM

CXEMOMN.

LLIKanbl OLEHKM YpPOBHEN [LOCTOBEPHOCTU [OKA3aTeNbCTB
(YOO) ans MeTono0B AMArHOCTUKM, NPOMUNAKTUKK, NIEYEHMS
U peabunuTaumm (OMarHoCTUYECKMX, NpodUNaKTUYECKNX,
neyebHbIX, peabunuTaLmMoHHbIX BMELLATENbCTB) € paclmd-
POBKOW M LUKaNa OLEHKW YpOBHel ybeauTeNbHOCTU peKo-
MeHaaumin (YYP) ans MeTof0B NpodUNaKTUKKM, AMarHOCTUKK,
neyeHus U peabunutaumm (NpodMNaKTUYECKMX, LMarHo-
CTUYECKMX, NieyebHbIX, peabunuTaLmnoHHbIX BMeLLaTesbCTB)
npeacTaBneHsbl B Tabn. 17-19.

MeToAbl, MCMONb30BaHHbIE I8 aHanuW3a [OKasa-
TeNbCTB:

+ 0630pbl 0My6IMKOBaHHLIX MeTaaHaNM30B;
+ cucTeMatuyeckue 063opbl ¢ Tabnmnuamu AoKa3aTeNbCTB.

OnucaHve MeTOA0B, UCMONb30BaHHbIX AJi aHanu3a
J,0Ka3aTeNibCTB

Mpn oTbope nybnMKauuii KaK MOTEHUMaNbHbLIX MCTOY-
HWKOB [L0Ka3aTeNlbCTB WUCMOJIb30BaHHas B KaXAOM Ucche-
L0BaHUM METOZLONOMMSA M3ydanacb s Toro, ytobbl ybe-
OUTbCS B ee BanugHocTW. MeTofonormyeckoe usyyeHue
basupoBanocb Ha Bompocax, CHOKYCMPOBAHHbIX Ha Tex
ocobeHHOCTAX [AM3aliHa WCCiefoBaHWW, KOTOpble OKasbl-
BAlOT CYLLECTBEHHOE BNIMSHME HA BalMOHOCTb Pe3yNbTaToB
¥ BbIBOJ0B.

[Ins MUHUMM3aUMK NOTEHUMANBHBIX OLUMBOK CyObEKTHB-
HOro XapaKTepa Kax[o0e UCCNef0BaHWe OLEHUBANOCh He3a-
BMCMMO, N0 MEHbLLEN Mepe ABYMS YiieHaMu paboyent rpynmbi.
Kakue-nnbo pasnnums B oLeHKax obcyXaanucb Beel rpyn-
Mnon B MoSIHOM cocTaBe. [pn HEBO3MOXKHOCTU LOCTUIKEHMS
KOHCEHCYCca MpUBIEKaNCs He3aBUCUMBIN 3KCTEPT.

IKOHOMUYECKMIA aHaNK3: aHau3 CTOMMOCTW He MpOoBO-
pvncs, 1 nybavkaumum no GpapMaKko3KOHOMUKe He aHanu3u-
pOBanMCh.

MeTop, Banuam3aumMm peKoMeHLaLum:

*  BHELLHSAA 3KCMEPTHas OLEHKa;
*  BHYTPEHHSS 3KCMEPTHas OLEHKa.

OnucaHue MeTofa BaNiMaU3aLuu peKoMeH aLmii

Hacroswwme pekoMeHzaummn B npefBapuTeibHONW BEpCUM
Bbinn peLieH31poBaHbl He3aBUCHMBIMM IKCNIEPTaMM, KOTOPbIX
MonpocMY NPOKOMMEHTMPOBATb NPEeX e BCEro T0, HaCKOb-
KO MHTeprpeTaLms [0Ka3aTeNbCTB, NIEXaLLUX B OCHOBE PEKO-
MeHaLWN, JOCTYNHa AN NOHAMaHWS.

MonyyeHbl KOMMEHTapUW CO CTOPOHbI Bpayel MepBuy-
HOrO 3BEHA M Y4aCTKOBbIX NeAMATPOB B OTHOLLEHWUN [0X04-
UMBOCTM U3/OKEHNA PEKOMEHLALMI M UX OLLEHKW BaXKHOCTM
PeKOMeHAaLMI KaK paboyero MHCTPYMEeHTa NoBCeAHEBHOM
MPaKTUKU.

MpenBapuTenbHas Bepcus TakKe Obiia HampasneHa pe-
LiEH3EHTY, He MMeKLLEMY MeJMLMHCKOro obpasoBaHus, Ans
MosTy4YeHUs KOMMEHTapUEB C TOYKW 3pEHUS POAMTENEN HOBO-
poxaeHHoro ¢ cencucom/CLL.
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Tabnuua 17. LLIkana oLeHKM ypoBHeN A0CTOBEPHOCTU fioKa3aTenbeTs (Y) A1 MeTo40B AMArHOCTUKM (AMarHOCTUYECKUX BMELLIATENbCTB)
Table 17. Scale for assessing levels of evidence (LE) for diagnostic methods (diagnostic interventions)

YA/ LE |

Pacwwmdposka / Description

CucTeMaTnyeckue 0030pbl UCCIIEL0BAHMIA C KOHTPONIEM pedePeHCHBIM METOAOM WK CUCTEMATUYECKWIA 0630p paHaoMU3M-
POBaHHbIX KIIMHUYECKUX UCCNEAO0BaHMIA C MPUMEHEHNEM MeTaaHanm3a /

Systematic reviews of studies controlled by reference method or systematic review of randomized clinical trials using
meta-analysis

OTAesibHble UCCNeloBaHMA C KOHTPO/EM pedepeHCHbIM METOLOM MM OTAESIbHblE PaHLOMU3UPOBaHHbIE KITMHUYECKMe

WUCCNel0BaHMA U cucTeMaTUYeckue 0630pbl UCCNIe0BaHuIA NtoBOro An3aiiHa, 3a UCKIYeHUEM paHAOMU3NPOBaHHbIX
2 KIIMHUYECKUX UCCNe0BaHMIA, C MPUMEHEHWEM MeTaaHanm3a /

Individual studies with reference control or individual randomized clinical trials and systematic reviews of studies

of any design except randomized clinical trials using meta-analysis

WccnepnoBanus 6e3 nocnenoBaTesbHOr0 KOHTPOSIs pedepeHcHbIM METOLOM UM MCCNefi0BaHUs C pediepeHCHbIM METOAOM,
He ABNSAIOLLMMCS HE3aBUCUMbIM OT UCC/IeflyeMoro MeToAa Ui HepaHAOMU3NPOBaHHbIE CPaBHUTENbHbIE UCCEA0BaHMS,
3 B TOM YMC/Ie KOrOpTHbIe UcceoBaHus /
Studies without consistent control by the reference method or studies with a reference method that is not independent
of the study method or non-randomized comparative studies, including cohort studies

A HecpaBHuTeNbHbIE UCCEL0BaHMA, ONUCaHmWe KiMHKueckoro ciydas / Non-comparative studies, case report

NMeeTcs nuwb 060cHOBaHWE MeXaHU3Ma LEeNCTBUS UM MHEHWE 3KCMepToB /
There is only a rationale for the mechanism of action or expert opinion

Tabnuua 18. LUKana oueHKM ypoBHeW A0CTOBEPHOCTU foKasaTtenscts (YO[) ans MeTofoB NPoGUNaKTUKKM, NeYeHns U peabunutaumm
(NpodunaKTUyecKux, neyebHbIX, peabUnmTaLmMoHHbIX BMELLATesbCTB)

Table 18. Scale of assessment of the levels of reliability of evidence (LE) for methods of prevention, treatment and rehabilitation

(preventive, therapeutic, rehabilitation interventions)

VAL /LE |

Pacwumdposka / Description

1

CucTeMaTyecKuii 0630p paHLOMU3MPOBaHHBIX KOHTPONMPYeMbIx uccnefoBaHui (PKM) ¢ npumeHeHneM MeTaaHanusa /
Systematic review of randomized controlled trials (RCTs) using meta-analysis

OtmenbHble PKU 1 cucteMatnyeckue 063opbl MccnefoBaHuMin toboro ausaiHa, 3a uckioueHneM PKU, ¢ npumeHeHneM

2 . . . ) .
MeTaaHanm3a / Selected RCTs and systematic reviews of studies of any design except RCTs using meta-analysis

3 HepaHaoM131poBaHHble CpaBHUTENBHbIE UCCEA0BAHISA, B TOM YKUC/E KOTOPTHbIE UCCNeAoBaHus /
Non-randomized comparative studies, including cohort studies

4 HecpaBHuTENbHbIE UCCEA0BAHWSA, OMMCAHUE KIIMHUYECKOTO Cly4as Uiu CepU CIy4aeB, UCCne0BaHus
«Cnyyan—-KoHTponb» / Non-comparative studies, case report or case series, case-control studies

5 WMeeTcs nvLwib 060CHOBaHWE MexaH13Ma AeNCTBUS BMELLATENLCTBA (AOKIMHAYECKVE UCCIELOBAHNS) U MHEHWE 3KCMEpTOB /

There is only justification for the mechanism of action of the intervention (non-clinical studies) or expert opinion

KoMMeHTapuu, MoslyyeHHble OT 3KCMEpPTOoB, TLLATENb-
HO CMCTEMAaTWU3MpOBanMCh, U 0OCYXAanuch NpeacesaTenem
U uneHamm pabouen rpynnbl. Kaxpablid myHKT obcyxpancs,
W BHOCMMble B pe3y/nbTaTe 3TOr0 U3MeHeHWUs B peKOMeHAaLmmn
perucTpupoBanuch. Ecim e M3MeHeHUsi He BHOCUAUCb, TO
PEr1cCTpMpOBaNMCh NPUYMHBI 0TKA3a OT BHECEHUS U3MEHEHUHN.

KoHcynbTauus n akcnepTHas oueHKa

MocneaHue M3MEHEHUs B HACTOALUMX PEKOMeHAaUMsX
npeacTaBeHbl AN AUCKYCCUW B NpefBapuTeNibHON BEPCUM.
O6HoBneHHas Bepcus Ans LUMPOKOro obcyxaeHus bbina
pa3MelLieHa Ha caunte Poccuidckoro obLiecTBa HEOHATOMOMOB
(POH) "' ans Toro, uTobbl BCe 3aMHTepecoBaHHbIE LA MMEN
BO3MOXXHOCTb NMPUHATb Y4acTHe B 00CYKAEHUM U COBEpLUEH-
CTBOBaHUM PEKOMEHAALMI.

1" Pexum moctyna www.neonatology.pro, https:/portalcr.minzdrav.
gov.ru/ [lata obpatuerus 06.11.2024.
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MpoeKT peKoMeHAaLMin peLeH3NpoBaH He3aBUCUMBIMU
3KcnepTamMu, KOTOPbIX MOMPOCUIM NPOKOMMEHTUPOBATL Npe-
X[Ae BCEero LOXOAYMBOCTb M TOYHOCTb UHTEPMPETaLMN JOKa-
3aTenbHOM basbl, NeKallen B 0CHOBE PEKOMEHAALMIA.

[ins oKOHYaTeNbHOM peaKLMM 1 KOHTPOMS KayecTBa pe-
KOMeHAauuu bbinv NOBTOPHO MpPOaHaNU3MPOBaHbl YileHaMH
pabouel rpynnbl, KOTOpbIE MPULLIN K 3aKJIKYEHNIO, YTO BCe
3aMeyaHusi U KOMMEHTapUM 3KCMEPTOB MPUHATBLI BO BHUMa-
HWe, PUCK CMCTEMATUYECKMX OLIMOOK Npu pa3paboTke peko-
MEHALNA CBEAEH K MUHUMYMY.

LieneBas ayamTopusi LaHHbIX KIIMHUHECKUX PEKOMEHALINIA:

1) Bpaum aHecTe3nonorn-peaHuMaTonory;

2) Bpaun-HeoHaToNorK;

3) Bpaum-negmarpel;

4) Bpaun-xupypru;

5) Bpaun-MHAEKLMOHUCTB;

6) Bpaun — KMHUYeCKUe hapMaKonoru.
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Tabnuua 19. Lkana oueHKM ypoBHeli yoeauTenbHOCTU pekoMeHaaumi (YYP) ons MeTofoB NpOQUNAKTUKKM, AMArHOCTUKW, SleYeHus

" peaﬁVIJ'IVITaLI,VIM (I'Ip0¢)VIJ'IaKTM'-IECKVIX, [DMarHoCTUYECKHUX, JleYebHbIX, peaﬁMJ’IMTaLI,VIOHHbIX BMeLLaTesbCTB)

Table 19. Scale for assessing the level of persuasiveness of recommendations (LR) for methods of prevention, diagnosis, treatment

and rehabilitation (preventive, diagnostic, therapeutic, rehabilitation interventions)

YYP /LR |

Pacwmdposka / Description

CunbHas peKoMeHauus [Bce paccMaTpuBaeMble Kputepun 3O eKTUBHOCTH (MCX0abl) ABNAIOTCA BaXHbIMM, BCe UcCeao-
BaHWs MMEIOT BbICOKOE WM YL,0BNETBOPUTEbHOE METO0MIOTMYECKOE KAuecTBO, UX BbIBOAbI MO MHTEPECYIOLMM UCXOAaM
ABNAOTCA cornacoBaHHbIMK] / Strong recommendation [all efficacy criteria (outcomes) considered are important,

all studies are of high or satisfactory methodological quality, their conclusions on outcomes of interest are consistent]

YcnoBHas peKoMeHaaums [He BCe paccMaTpuBaeMble Kputepuu 3QGheKTUBHOCTM (MCXOLbI) SBNSKOTCS BaXKHbIMU, He BCe
MCCNeA0BaHMA MUMEKOT BbICOKOE WM YAOBNETBOPUTESIbHOE METOZLONOMMYECKOE KauecTBO /UMW X BbIBOAbI MO MHTEpPECYIO-
LUMM MCXoflaM He sBnstoTcs cornacoBaHHbIMK] / Conditional recommendation [not all efficacy criteria (outcomes) consid-
ered are important, not all studies are of high or satisfactory methodological quality and/or their conclusions on outcomes
of interest are not consistent]

Cnabas pekoMeHzaLma (OTCYTCTBME [JOKa3aTeNbCTB HafJIeaLLero KayecTea [Bce paccMaTpuBaeMble Kputepun 3 heKTuB-
HOCTM (MCX0[bl) SIBNAIOTCA HEBAXHBIMY, BCE UCCEA0BaHUA MUMEIT HU3KOe METOLO0JI0TMYECKOe KAuecTBo U UX BbIBOAbI

Mo MHTEPECYHLLMM UCXOAaM He sBnsiloTcs cornacoBaHHbiMK] / Weak recommendation [lack of evidence of appropriate
quality (all efficacy criteria considered (outcomes) are unimportant, all studies are of poor methodological quality and their
conclusions on outcomes of interest are not consistent]

3AKJIKYEHUE

Cencuc HOBOPOXAEHHbIX — rnobanbHasa npobnema
3[paBOOXpaHEHNA BCEX CTPaH MUPa, CYLLECTBYKLLAA Ha
MPOTSIKEHUM MHOMUX BECATUNETUIA, HECMOTPS Ha NOSBNEHME
HOBbIX JIEKAPCTBEHHBIX NpenapaToB U METOL0B Tepanuu, YTo
CBULETENbCTBYET 006 OTCYTCTBMM OJHO3HAYHOIO pELLEHUS,
KOTOpOe MOXeT BbiTb HaNAEHO TOJbKO MPU UCMOb30BaHUM
MyNbTUAMACLMNIMHAPHOTO NOLX0La, CBOEBPEMEHHOTO M 060-
CHOBAHHOTO MCMOJIb30BaHWs BCEX PECYPCOB, HAuYMHas C LUK-
POKOro NPUMEHEHUS METOA0B NPO(UNAKTUKY, ONTUMAJIbHOVA
opraHu3auumn nevebHoro npoLecca U ycTpaHeHus GakTopos
puUcKa pa3suTUA HebnaronpuaTHOro ucxopa 3aboneBaHus,
BKJIKOYAs COUMANbHBIE W ATPOTEHHBIE.

MpencTaBieHHbIN NPOEKT KIMHUYECKUX PEeKOMEeHAaLmu
ABNAETCA NEpBON NOMbITKON 0000LLEHNA U BCECTOPOHHETO
aHanM3a UMeILLMXCSA LaHHbIX N0 NpodUNaKTMKe, AMarHo-
CTUKE U JIEYEHUI0 HEOHATANIbHOrO Cencuca, KOTopbli MOXET
MoMOYb Bpayy-KIMHALMCTY NPUHATb ONTUManbHoe 060CHo-
BaHHOE peLUeHMe 0 METOAAX JIeYEHUS KOHKPETHOrO NaLmMeHTa
C Y4ETOM €ro MHAMBUAYabHBIX 0COBEHHOCTEVA.
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A0NOSIHATENIbHAS UHOOPMALIUA

KoHdnukT wmHTepecoB. ABTOpbI [eKnapupyloT OTCYTCTBUE
SIBHBIX M MOTEHLMAsbHBIX KOH(MMKTOB MHTEPECOB, CBSA3aHHbIX
¢ nybnnKaumeli HacTosLLe CTaTby.

WUcTounuk dmHaHcpoBaHus. ABTopbl 3asBNIAOT 06 OTCYTCTBUM
BHELLHero GuUHaHCMpoBaHWUA Mpu NPOBeLEeHUN UCCTIeA0BaHMS.

Bknap aBTopoB. Bce aBTOpbl BHEC/N CYLUECTBEHHDbIA BKITaj
B pa3paboTKy KoHLenLwM, NpoBeAeHNe UCCIef0BaHNSA U MOATOTOBKY
CTaTby, NPOYM M 0A06pUIM rHaMBHYH0 BEPCUIO Nepes MybnmKaLwmen.
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Yang-Monti-Casale procedure for short bowel
syndrome: preliminary geometric analysis

Artem V. Kosulin, Aleksey V. Podkamenev, Natalya A. Lukina, Alina K. Avdovskaya,
Ekaterina A. Melnikova, Roman A. Ti

Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia

ABSTRACT

BACKGROUND: Currently autologic reconstructive surgery in the most significant approach in surgical therapy for enteral
insufficiency due to short bowel syndrome. Possible application for short bowel surgery of widespread urologic Yang—
Monti-Casale technique is an issue of interest. The technique includes cutting of small bowel segment antimesenteric
border with a figured incision and second tubularization at an angle to the mesenterium fixation line which results in
elongation and narrowing of the bowel segment.

AIM: To determine geometric requirements of small bowel segment for Yang—Monti—Casale procedure to treat short
bowel syndrome.

MATERIALS AND METHODS: A mathematical model for resulting bowel segment after Yang—Monti—Casale procedure
geometry dependency on original bowel length and width was observed. An object of the analysis was a cylindrical
surface. Modeling assumptions were that the suface had no thickness and was unstretchable. Only surfaces with length
more than width were taken into account. For establishing the dependency of bowel segment after procedure on original
parameters a net of cutted with figured incise according the Yang—Monti-Casale technique cylindrical surface was con-
sidered. Bowel segment resulting width was computed as a half of the distance between the points that matched during
the enteroplasty. Resulting length was computed as the ratio of the surface area and the resulting width.

RESULTS: Yang—Monti-Casale procedure provides significant bowel segment elongation and narrowing if original bowel
length to width ratio is not more than 2,5:1. The target bowel width 20 + 2 mm is achieveable if original length is
60—80 mm and original width is 30—65 mm.

CONCLUSIONS: Yang—Monti-Casale procedure may be considered as auxiliary technique for short bowel syndrome re-
quiring bowel segment length 60-80 mm, width 30—65 mm, and length to width ratio not more than 2,5:1.

Keywords: autologic reconstructive surgery; short bowel syndrome; Yang—Monti procedure; mathematical model.
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uteponnactuka Yang-Monti B Mogudpukauum Casale
npu CUHApoMe KOpOTKOﬁ KULLKU: ﬂpEABapMTeanblﬁ
reoMeTpM4YeCKUM aHanus

A.B. KocynuH, A.B. NogkameHes, H.A. Jlykuna, A.K. ABpgosckas, E.A. MenbHuKoBa, P.A. Tn

CaHKT-leTepbyprcKuii rocyAapCTBEHHbINA NeauaTPUYECKU MeAULIMHCKIIA YHuBepcuTeT, CaHKT-IeTepbypr, Poccus

AHHOTALNA

AkTyanbHocTb. B HacTosiLiee BpeMsi OCHOBHLIM HanpaBiEHNEM XUPYPTUYECKON KOPPEKLUMW CUHAPOMA KOPOTKOW KULLIKM SB-
NAKOTCA ayTONOTMYeCcKUe PEeKOHCTPYKTUBHbIE BMeLLaTenbCTBa. [lpefcTaBnseT MHTepeC pacCMOTPeHWe B JAHHOM KOHTEKCTe
3HTEponnacTUkK no crocoby Yang—Monti B Mogudmkaumm Casale. CyTb MeToaa CBOAMTCA K pacceyeHnto npoTuBobpbixeey-
HOro Kpas CerMeHTa TOHKOW KULUKW QUIypHbIM pa3pe3oM W MOBTOpHOM Tybynspusaumm NoA YriioM K JIMHUKA MPUKPENeHns
BpbiKenKH, B pe3ynbTaTe Yero CerMeHT KULLIKM MpuobpeTaeT BoMbLUY JSIMHY U MEHBLLYIO LUMPUHY.

Leno — onpepeneHne reoMeTpuYeCKMX MapaMeTpoB KULLEYHOTO CErMeHTa, Mpy KOTOPbIX 3HTEpOMnacTuka no crnocoby
Yang—Monti B Mogndukaumm Casale MoxeT BbiTb MCMONb30BaHa ANs XMPYPrUYecKoro feYeHUs CUHAPOMa KOPOTKOM KULLKK.
Matepuanbl n MeToAbl. PaccMoTpeHa MaTeMaTuyecKas MoLieflb, ONMChIBaOLLAA 3aBUCUMOCTb Pe3yNbTUPYIOLLMX reOMEeTpu-
YECKMX MapaMeTPOB KMLLKM MPU BbIMOJIHEHWW 3HTEPOMIACTUKUA OT UCXOLHbIX AJIMHBI U LWMPUHBL. B KauecTBe 0bbekTa aHa-
JM3a MCMONb30BaHa LMMHAPUYECKas MOBEPXHOCTb. [lns onpefeneHuns 3aBUCMMOCTW GJIMHBI U LUMPUHBI CETMEHTa KULLKM
nocne BbIMOJHEHWUS 3HTEPOMNIACTUKM OT UCXOLHBIX pa3MepHbIX NapaMeTpoB bbina paccMoTpeHa pa3BepTKa LMMHAPUYECKON
MOBEPXHOCTH, pacceyeHHoN GUrypHbIM pa3pe3oM. Pe3ynbTupylollas LUMpUHA CErMeHTa KULLKM BbIMUCAANACh KaK MosoBu-
Ha pacCTOAHUS MEX[y COBMELLAEMbIMU MPU BbIMOSHEHUN SHTEPOMIACTUKM TOUKaMW. Pe3ynbTupyiollas fiMHa BbluMCsnach
KaK OTHOLLEHME NOLLAZM NOBEPXHOCTU K Pe3yNbTUPYIOLLIEN LUMPUHE.

Pe3ynbTathl. YCTaHOBNEHO, YTO 3HTEPOMIACTUKA NPMBOLAUT K 3HAUMMOMY YBESIMHYEHUIO [IMHBI U YMEHBLUEHWIO LUMPUHBI Cer-
MEHTa KWLLKU B Ciyyae, eciM UCX0[Has [IMHA NPeBOCXOANT UCXOAHYH0 LWMpUHY He bonee, yeM B 2,5 pa3a. beino nokasaHo,
YTO pe3ynbTUPYHOLLIAs LUMPUHA CErMeHTa KWLLKWU MOCHe BbIMOSIHEHWS 3HTEPOMNIACTUKW COOTBETCTBYET LIENEBOMY 3HAYEHMIO
20 + 2 MM npu ncxogHoun anvie 60-80 MM 1 ncxogHom wimpuHe 30-65 M.

BoiBogbl. IHTEponnacTUKa no cnocoby Yang—Monti B Moaudukaumm Casale MoXeT paccMaTpuBaThbCs Kak BCIOMOraTeslbHbIl
METO/, MHTECTUHASBHOW PEKOHCTPYKLMM N0 NOBOAY CUHAPOMA KOPOTKOM KULLKW NPW AJIMHE KulleyHoro cermeHTa 60—80 MM,
wupyuHe 30—65 MM 1 COOTHOLLEHWM AJIMHBI K LWKpUHE He bonee 2,5: 1.

KnioueBble cnoBa: ayToJiornyeckaa pPeKOHCTPYKTUBHaA XUpyprusd; CUHAPOM KOpOTKOﬁ KULLKK; onepaumAa Yang—Monti;
MateMaTtuyeckoe MopenmpoBaHue.
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ORIGINAL STUDIES

BACKGROUND

After massive small bowel resection, the remain-
ing segment undergoes a series of morphological and
functional changes collectively known as intestinal ad-
aptation [26]. From a macroscopic perspective, intes-
tinal adaptation involves an increase in the length and
width of the intestine. Favorable progression of this
process can result in full enteral autonomy, defined
as the body’s ability to absorb the required amount of
nutrients without parenteral support [3, 10]. However,
in cases where more than 75% of the intestine is lost
[6, 19], enteral autonomy may not be achieved or only
partially achieved. This leads to the development of short
bowel syndrome (SBS), a condition characterized by in-
testinal failure, progressive malnutrition, and systemic
disorders [2].

A key morphological feature of SBS is increased
intestinal diameter [17]. While some researchers con-
sider dilation to be a part of the intestinal adaptation
process [14], others regard it as a pathological phe-
nomenon [11]. Intestinal dilation is associated with poor
prognoses [17], including an increased risk of small
intestinal bacterial overgrowth (SIBO) [5] and septic
complications [11]. Patients with dilated short bowels
are candidates for autologous reconstructive surgeries
[14, 21, 271, which aim to modify the configuration of the
intestinal segment to increase transit time, reduce the lu-
minal phase (not making contact with epithelium) of intesti-
nal contents, and minimize the loss of intestinal wall tissue
(1,7, 191

The most commonly used surgical techniques include
longitudinal intestinal lengthening and tailoring (LILT) and
serial transverse enteroplasty (STEP) [17]. Recently, STEP
has begun to replace LILT [21, 27], likely due to the tech-
nical complexity of LILT, despite STEP’s less efficient use
of the available intestinal wall. While both methods are
reliable and reproducible, they have technical limitations,
including specific requirements for the initial configuration
of the intestinal segment [16, 20]. Alternative approaches
to modifying a dilated intestine are either limited to small
clinical case series (e.g., spiral intestinal lengthening
and tailoring [SILT] [13], double barrel enteroplasty [25],
transverse flap duodenoplasty [8]) or remain experi-
mental (e.g., distraction enterogenesis [15, 18, 23])
or theoretical (e.g., spiral valve formation [24]). In the
context of autologous intestinal reconstruction surgery
[9, 22, 28], the Yang—Monti enteroplasty technique, partic-
ularly in its Casale modification, merits consideration [12].
This method, widely used in urology, involves incis-
ing the anti-mesenteric edge of a small intestinal seg-
ment with a patterned incision, followed by re-tubular-
ization at an angle to the mesenteric attachment line.
The resulting segment is both longer and narrower
(Figure 1).
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Fig. 1. Yang-Monti-Casale procedure
Puc. 1. 3uteponnactuka Yang—Monti B Mogudukaumm Casale

The study aim was to determine the geometric param-
eters of the intestinal segment that make the Yang—Monti
enteroplasty, in the Casale modification, suitable for the
surgical treatment of short bowel syndrome.

The geometric analysis was aimed to:

1. Establish the relationship between the length and
width of the intestinal segment after enteroplasty and the
initial dimensions of the segment, as well as the length
of the transverse incision;

2. Determine the length-to-width ratio of the segment
that maximizes the effects of enteroplasty (lengthening
and narrowing);

3. Identify the values of the segment’s length and
width at which enteroplasty produces an elongated seg-
ment with a width of 20 £ 2 mm compared to the initial
dimensions.

MATERIALS AND METHODS

A cylindrical surface was used as the object of the
geometric analysis. This surface was characterized by
two parameters: length (L) and width (H), where H is de-
fined as half the circumference of the cylinder. Within
the mathematical modeling framework, the surface was
assumed to have no thickness and to be inextensible.
The reduction in surface area due to suturing was dis-
regarded. Only surfaces where the length exceeded the
width (L > H) were analyzed. The primary enteroplasty
parameter was the length of the transverse incision (),
expressed as a fraction of the initial width of the intes-
tinal segment.

To determine the relationship between the post-
enteroplasty length and width of the intestinal segment
(L'and H') and its initial dimensions, the unrolled cylindri-
cal surface was analyzed. The surface was transversely
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cut along its middle with an incision of length H x x and
two longitudinal incisions extending from the ends of the
transverse incision to the edge of the cylindrical surface.
The resulting width of the intestinal segment (H') was
calculated as half the distance between points A and B,
which are aligned during enteroplasty (Figure 2).

Based on the assumption that the surface area of the
intestinal segment remains constant during enteroplasty,
the resulting length (L') was calculated as the ratio of
the initial surface area (L x H) to the resulting width (H").

To determine the length-to-width ratio at which en-
teroplasty is effective, the L:H ratio was analyzed for
conditions where the length and width of the segment
remained unchanged after enteroplasty (H' = H; L' = L),
as well as for conditions where the length and width
changed by a factor of 1.5-2.5 in increments of 0.5.

To identify the initial values of length and width for
which the post-enteroplasty segment width would be
20 + 2 mm, discrete values of L and H were considered
in increments of 5 mm. Significant pairs of L and H were
identified as those for which, when substituted into for-
mulas (1) and (2) (described later), the resulting width H'
fell within the specified interval. These pairs were further
restricted by the condition that the initial length L was
greater than the initial width H. For each significant L and
H pair, the resulting length (L') was calculated.

RESULTS

The distance between points A and B on the unrolled
and dissected cylindrical surface corresponds to the
hypotenuse of the right triangle ABC. The leg AC has a
length of 2H — 2H x x, and the leg BC has a length of
1/2 x L. Thus, the width of the intestinal segment after
enteroplasty (H'), which is half the distance between
points A and B, can be expressed in terms of L, H, and x
using the formula:

H':,/H2(1—x)2+£- (1)
16
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The resulting length of the intestinal segment after
enteroplasty (L'), assuming the constancy of the cylin-
drical surface area, can be calculated using the formula:

_LH (2)

H

From formula (1), it follows that the resulting width
(H") decreases as the relative length of the transverse
incision (x) approaches 1. Given that the maximum clini-
cally supported relative length of the transverse inci-
sion is 0.8 (80% of the circumference) [9], subsequent
calculations assumed x = 0.8. Smaller values of x were
disregarded.

From formula (2), it follows that the ratio L":L is equal
to the ratio H:H', meaning that enteroplasty proportion-
ally increases the length and decreases the width of the
intestinal segment. The ratio L":L = H:H" was designated
as the “effect of enteroplasty”.

By substituting the values H' = H and x = 0.8 into
formula (1) and solving the resulting equation for the
L:H ratio, the required length-to-width ratio of the in-
testinal segment, at which enteroplasty does not alter
dimensional parameters, was calculated to be 3.92. From
a practical perspective, enteroplasty is effective if the
segment’s length exceeds its width by no more than four
times. The dependence of the resulting parameters of the
intestinal segment on the initial length, with a constant
width of 4 c¢m, is illustrated in Figure 3.

Approximate values of the L:H ratio for specific dis-
crete enteroplasty effect coefficients (1.5, 2.0, 2.5), ob-
tained by substituting these coefficients into formula (1),
are presented in Table 1.

Thus, enteroplasty demonstrates a significant effect
(an increase in length and a decrease in width by at least
1.5 times) when the segment’s length exceeds its width
by no more than 2.5 times.

By substituting discrete values of L and H into for-
mulas (1) and (2), it was found that for initial segment
lengths less than 60 mm or greater than 80 mm, as
well as for initial widths less than 30 mm or greater

L

< >
< >

LI

2Hx
2H C B

Fig. 2. Cylindrical surface net used in calculation
Puc. 2. VicnonbsyeMas B pacyeTax LMAUHAPUYECKas NOBEPXHOCTb

" ee pa3sepTKa
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than 65 mm, no values satisfying the specified condi-
tions exist. The resulting lengths of the intestinal seg-
ment after enteroplasty, with a specified resulting width
of H' =20 + 2 mm, for initial lengths of 60-80 mm and
initial widths of 30-65 mm, are presented in Table 2.

DISCUSSION

Our geometric analysis of the Yang-Monti entero-
plasty modified by Casale, applied to short bowel syn-
drome (SBS), demonstrated that the method is effective
when the segment length is 60—80 mm and the width is
30-65 mm.

The undeniable advantage of “standard” autologous
reconstruction methods, such as longitudinal intestinal
lengthening and tailoring (LILT) and serial transverse
enteroplasty (STEP), lies in their flexibility regarding the
maximum length and width of the intestinal segment in-
cluded in the reconstruction zone, as well as the ratio of
these parameters. However, LILT requires a minimum
segment length of 40 cm [16], making it unsuitable in
cases where the total intestinal length is insufficient or
when reconstructing disconnected short segments. The
Yang-Monti enteroplasty modified by Casale overcomes
this limitation. If the intestinal segment length is exces-
sive (exceeding 80 mm), it can be divided into multiple
parts, followed by enteroplasty and the formation of a
single intestinal tube, as demonstrated by the successful
use of this approach in ureteral reconstruction [9, 22]. In
contrast, STEP enteroplasty requires the intestinal seg-
ment to be dilated to at least 4 cm [20], whereas the

Table 1. L:H ratio for certain discrete values of enteroplasty effect
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cm / cM
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50|
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Fig. 3. Dependency of result bowel segment parameters (L', H') on
original length (L) with constant width (H = 4 cm). Enteroplasty is
effective (L' > L) if L < 15,7 (H x 3,92; arrows)

Puc. 3. 3aBucuMoCTb pesynbTUpYIOLLMX NapaMeTpoB CErMeHTa
Kuwkm (L', H') oT ucxogHom oyimHbl (L) Npy KOHCTAHTHOM 3Have-
HUW WupuHbl (H =4 cM). 3HTeponnacTuka 3ddektueHa (L' > L)
npy 3Ha4enmsax L < 15,7 (H x 3,92; oTMe4eHo cTpesikamm)

Yang-Monti enteroplasty can be performed on narrower
segments, with widths as low as 30 mm.

Thus, the Yang-Monti technique may be appropriate in
clinical situations where performing LILT or STEP is either
impossible or impractical, particularly in cases of insuf-
ficient intestinal dilation for STEP. Given the necessity of
maximizing the efficient use of available intestinal tissue
during complex reconstructive procedures — especially

Tabnuua 1. 3HaueHns COOTHOLLEHWS L : H 18 HEKOTOPBIX AMCKPETHBIX BEMUMH 3ddeKTa 3HTEpONIacTUKu

Enteroplasty effect /
JIbdeKT aHTeponNacTMKM

Exact value L:H/
ToyHoe 3Hayenue L:H

Average value L:H/
MpubnukeHHoe 3HayeHue L: H

1.5 2.54:1 2.5:1
2.0 1.83:1 2:1
2.5 1.38:1 1.5:1

Table 2. Result bowel segment length in preassigned result width 20 + 2 mm for discrete original length and width values
Tabnuua 2. 3HauveHWs pe3ynbTUPYIOLLEN AIMHBI CETMEHTA KULLKW NpU 3afiaHHOM pe3ynbTupytoweit wupuHe 20 + 2 MM 1S AUCKPETHBIX

3HaYeHMIM UCXOLHDBIX A/IMHBI U LUMPUHBI

Width (H), mm / Length (L), mm / lnuna (L), MM

Llivpuka (), mm 60 65 70 | 75 80
30 - - 114 114 -
35 - - 130 131 132
40 - 144 146 147 149
45 - 157 160 162 164
50 166 170 174 176 -
55 177 182 186 190 -
60 - 193 198 - -
65 - - 209 - -
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when multiple previously placed intestinal stomas are
present [4] — this method can also be employed to re-
configure short intestinal segments before incorporating
them into a continuous intestinal tube.

We were unable to find data on the use of the Yang-
Monti enteroplasty modified by Casale with subsequent
incorporation of the reconstructed segment into the di-
gestive canal in either experimental or clinical settings.

Despite the relatively narrow range of conditions for
applying the Yang—Monti enteroplasty modified by Casale
in SBS, this technique, if its effectiveness is confirmed in
in vivoexperimental studies, may be considered a valu-
able auxiliary method in autologous reconstructive pro-
cedures.

CONCLUSION

The Yang—Monti enteroplasty modified by Casale can
be considered an auxiliary method for intestinal recon-
struction in short bowel syndrome when the intestinal
segment length is 60-80 mm, the width is 30-65 mm,
and the length-to-width ratio does not exceed 2.5:1.
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OTexk ronoBHoro Mosra U KOrHuTUBHas AMCdJYHKUMﬂ:
ﬂaT0¢M3M0ﬂ0rM‘IECKME B3aUMOCBA3U MPHU AM&GETM‘IECKOM
KeToauuzo3e B ETCKOM BO3pacTe

10.B. Bbikos ' 2

! CTaBpOMnosbCKuiA roCyAapCTBEHHbIA MeANLMHCKMA YHuBepcuTeT, CTaspononib, Poceus;
2 [leTckas ropoAckast KimHudeckas 6obHnua um. I. K. ®ummnnckoro, Ctaspononb, Poccua

AHHOTALMA

[nabeTnyeckuii KeToauMao3 — 0JHO U3 YaCTbIX OCTPbIX OC/OMXHEHWI CaxapHoro Auabeta B JETCKOM BO3pacTe, KOTOPbI
MOXKET MPUBOAMTL K OTEKY FOIOBHOIO MO3ra. Y HEKOTOPOM YacTu AeTeil 0TMeYaloTCA KOrHUTUBHbIE HapyLLeHWUs nocne nepe-
HECEHHOr0 AMabeTMYeCKOro KeToaumaosa, KOTopble MOMKHO CBA3aTh C CYOKIMHUYECKUM W KIIMHUYECKMM OTEKOM rOJI0BHOIO
Mo3ra. [lpoBefeHHbIN aHann3 COBPEMEHHOI Hay4HOM MTEPaTYphl NOKa3as, 4To NaToPuU3MOoNorMyeckue MexaH3Mbl pasBuTUSA
KOrHUTMBHOW AMCOYHKLUMM Ha (DOHe OTEKa roJIOBHOMO MO3ra B paMKax AuabeTnyecKoro Ketoaumao3a y AeTen He 40CTaTouHO
n3yyeHbl. Cpeay OCHOBHBIX MAaTOrEHETUHECKMX TMMOTE3 MOryT paccMaTpuBaTbCA: TUMOKCKA, LepebpanbHas runonepdysus
1 penepdy3us, BbICBOOOXAEHWNE Ba30aKTUBHBIX BELLECTB M MHAYKLMA BOCNANeHUs, 0CTPast TUNEepriiMKeMuUs U OKCMAATUBHBIN
cTpecc. MMMNOKCUA BbI3bIBAET MMMNOKCUYECKU-ULLIEMUYECKOE NOBPEKAEHWEM FOJIOBHOTO MO3ra, B TOM 4ucie B 0bnactsx, 0T-
BETCTBEHHbIX 3a (opMupoBaHue namaTu. LiepebpanbHas runonepdysus u penepdysns NpoBOLMPYIOT MUTOXOHAPUANbHYIO
OMCOYHKUMI0 U OKCUAATUBHBINA CTPECC, KOTOPbIE YCYrybnialoT KOrHWUTMBHbIE HApYyLUeHWst Ha (OHe OTeKa rofoBHOMO MO3ra.
BbicBobOXEHME Ba30aKTUBHLIX BELLECTB M WHAYKUMA BOCMAaNneHUs HapylwawT paboty rematosHuedanuyeckoro bapbepa
¥ BbI3bIBAIOT CMa3M LiepebpanbHbix cocynoB. 0cTpas runoriMkeMus NpoBOLMPYET MHAYKLMIO LiepebpanbHoro aumaosa, Ha-
KOMJIeHWe NTaKTaTa W ryTaMarta, YT0 YCUIMBAET KOTHUTUBHYHK AUCOYHKLMIO. OKCUAATUBHLIN CTPECC Bbi3bIBAET NOBPEXAEHUE
HEeMpOHOB, YCUNMBas MPOSBNIEHNUA OTeKa rofloBHOro Mo3ra. lpeacTaBneHHble NaTodU3NONOrMYecKe MexaHu3Mbl MOryT Bbl-
3blBaTb KOTHUTUBHYIO AMCHYHKLMIO NPW OTEKE FOSIOBHOMO MO3ra B KauecTBE CaMOCTOSATENbHbIX TPUITEPOB, MO0 UMETb CUHEp-
rudeckuin addekT. HeobxoauMbl fanbHemLLMe UccieoBaHUs B 061acTy U3ydeHuUs NaTo@u3noormyeckomn B3anMocBA3n Mexay
KOTHUTUBHON AMCOYHKLMEN 1 0TEKOM rOMIOBHOTO MO3ra Y eTeil Nocsie NepeHeceHHoro aMabeTMyeckoro KeToaumao3a.

Kniouesble cnoBa: AnabeTUyecKmii KeToaLmMa03; OTEK FOJI0BHOTO MO3ra; KOTHUTUBHAS AUCHYHKLMS; OETH.
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ABSTRACT

Diabetic ketoacidosis is one of the most common complications in children suffering from diabetes mellitus, a complica-
tion that may cause cerebral edema. After a diabetic ketoacidosis episode, some children develop cognitive impairment,
which could be linked to subclinical or clinical grade cerebral edema. An analysis of scientific literature has shown that
the pathophysiological mechanisms of the development of cognitive dysfunction in children with diabetic ketoacidosis-
associated cerebral edema have not been fully elucidated. The key pathogenetic hypotheses under consideration include
hypoxia, cerebral hypoperfusion and reperfusion, release of vasoactive substances and induction of inflammation, acute
hyperglycemia and oxidative stress. Hypoxia leads to hypoxic-ischaemic injury of the brain, affecting, among others,
areas responsible for memory formation. Cerebral hypoperfusion and reperfusion trigger mitochondrial dysfunction and
oxidative stress, which worsens the cognitive impairment in patients with cerebral edema. Release of vasoactive sub-
stances and induction of inflammation impair the functioning of the blood-brain barrier and lead to cerebral vasospasm.
Acute hypoglycemia triggers the development of brain tissue acidosis and accumulation of lactate and glutamate, aggra-
vating the cognitive dysfunction. Oxidative stress causes neuronal damage, exacerbating the manifestations of cerebral
edema. The pathophysiological mechanisms described here may cause cognitive dysfunction in the setting of cerebral
edema either as individual triggers or collectively through a synergistic effect. Further research is needed to expand the
knowledge of pathophysiological interconnections between cognitive dysfunction and cerebral edema in children after
a diabetic ketoacidosis episode.
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0B30PHI

BBENEHUE

3aboneBaemocTb caxapHbiM auabetoM 1-ro tmna (CA1)
y LeTen M NoApPOCTKOB YBEIMUMBAETCA Mo BCeMy Mupy [2].
[oCTOAHHbIN POCT AaHHOM 3HAOKPUHOMATMK, 0COBEHHO cpeay
LETell paHHero Bo3pacTa, NpPUBOAMT K YBEJIMUYEHMIO OCTPbIX
M XPOHMYECKMX OCNOXKHEHMI 3Toro 3abonesanus [41]. dua-
betmueckuin Ketoaumaos (IKA) — ogHo M3 caMbix pac-
MPOCTPaHEHHbIX 0cnoXHeHU CL1, ¢ BbICOKMM MpOLEHTOM
rocnuTanu3aumnii U cMeptHoctbio [1, 2, 8, 14, 24, 35, 41].
Cuutaetcs, 4yto Hambonbwemy pucky passutus LKA nop-
BeprawTcs 4eTu B Bo3pacTe [0 4 NeT, U3 CeMel, B aHaM-
He3e KoTopbIX He Obino C11, ceMen ¢ HU3KWUM coumanbHbIM
LOXOI0M, a TaKKe JeTel, YbM POSUTENN UMEKT MEeHbLUWI
[OCTYN K NepBUYHON MeauumHcKon nomolm [41]. KA mo-
YKET BO3HUKHYTb KaK Ha (oHe BnepBble BbiSIBNIEHHOW HOpMbI
CA1, TaK v Ha doHe LUTENBHOMO TeYeHWUA 3aboNeBaHNs, Ha-
npumep M3-3a HecoblogeHNs pexuMa BBefleHNS MHCYAMHA
[7, 14, 35]. CornacHo faHHLIM COBPEMEHHOM CTATUCTUKMU, Cpe-
Ov peTei ¢ Bnepsble BoiseneHHbIM CILT KA peructpupyetca
B 25-80 % cnyvaes [14, 23, 35, 38, 41], a y peTeii Ha doHe
AnvTenbHoro TeyeHnss — B 1-10 % [46].

Okono 30 % cnyyaeB KA B nemmaTpuyeckon npaKTu-
Ke MoxHo oTHect K C[] 2-ro tuna (CA2) [13]. OcHOBHbIM
KnuHudeckuM otimumem [IKA npu CL2 sBnsetcs MeHbluas
CcTeneHb auupo3a u otcytcraue runepkanmemuu [13]. JKA
TaKKe MOXKET PasBUTbCA B KOHTEKCTE BNEpBblE AUArHOCTU-
poBaHHoro C[l2, BbI3BaHHOr0 HapyLUEHWEM CEKPELMU Ui
LeWCTBUS MHCYNIMHA, WM Y [eTell U NOAPOCTKOB C HEKOH-
TponupyeMbIM C[12, TaKkxKe u3BeCTHbIM Kak «C[l2, CKIOHHbIN
K KeTo3y» [8].

CornacHo pekoMeHpaumaM MexayHapogHoro obuiecTsa
no bopbbe c anabetomy aeteii v nogpoctkos (ISPAD), OKA xa-
paKTepu3yeTcs BMOXMMUYECKON TpUagom: 1) rMnepramkeMms
(rmtoKo3a B cbiBopoTKe kpoBw >11 MMonb/n unn >200 mr/an);
2) KeToHeMusi  (KOHUeHTpaums  B-ruapokcmbytupa-
T1a >3,0 MMonb/f) W/MNKM yMepeHHas UM BbIpaXKeHHas Ke-
TOHypus 1 3) MeTabonnyeckas aunaemus (BeHosHbIi pH <7,3
n/mnmn bukapbonat <18 mmons/n) [13, 17].

KA Bo3HuKaeT npeumyLecTBeHHo B febrote CLl1 B pe-
3ynbTaTe abcoMOTHOW UM OTHOCUTENbHOM HEAO0CTaTOYHO-
CTW MHCYNIMHA W3-33 ayTOMMMYHHOTO paspyLueHus B-KieToK
MoJKeNyA0YHON Kene3bl W COMyTCTBYHOLLEr0 MOBbILLEHUS
YPOBHS! KOHTPPEryNATOPHBIX FOPMOHOB, TaKMX KaK TTIIOKaroH,
FOPMOH pOCTa, KaTexonaMuHbl U koptuson [23, 35]. Hcynu-
HOBas He,0CTaTOYHOCTb M NOBBILLIEHUE KONIMYECTBA KOHTppe-
TYNATOPHLIX FOPMOHOB NPUBOLAT K YBENIMYEHUIO BbIPabOTKM
[7I0KO3bl MEYeHbH 1 NOYKaMM NOCPEeLICTBOM [JIIOKOHEOoreHe3a
W TJIMKOTEHON3a, A TaKKE K CHIKEHWID nepudepuyecKoi
yTumM3auum raoKossl [1, 23]. B pesynbTate 3Toro Bo3HWKa-
10T TMNEpPrivKeMHS, TMNepoCMONISPHOCTb, YCUIEHUE JINMONK-
3a u KetoreHesa [23, 35]. OTHocuTenbHas unu abcontoTHas
HexBaTKa MHCYNIMHA NPUBOAMT K Nepexofly OT NPOM3BOACTBA
3HEpruv 3a CYET FMIIOKO3bI K UCKJIUMTENBHOMY MCMONb30Ba-
HUI0 XKMPHBIX KUCOT [24]. B KayecTBe KOHEYHbIX NPOAYKTOB

Tom 15,N0 4, 2024

DAl https://doiorg/1017816/PED15463-71

Meavatp

MeTabonM3Ma KUPHBIX KUCNOT B BOSbLLOM KoninyecTse 06-
pa3ylTca OpraHMYeckue KUCNOTbl, B OCHOBHOM KETOHOBbIE
Tesla, Bbi3biBas METabONMYECKMIA aumao3 [24].

B natodmanonorum LKA npu CLT TakKe MoryT nexatb
okucnuTenbHbIl ctpecc (0C), MeTabonuyeckue u UMMyHomo-
TUYECKME HAPYLUEHUS PETYNALMM, KOTOPbIE MPUBOJAT K Ha-
pyLUEHMAM paboTbl reMaTosHuedanmyeckoro bapbepa (M3b)
¥ ronoBHoro mosra (MM) [21, 40].

Y 10-25 % 6onbHbix feTeit nocne nepeHeceHHoro KA
MOTyT 0TMeYaTbCs KOrHUTUBHbIE HapYLUEHWs Pa3fMyHOM cTe-
neHn Tshxkectu [5]. bbino nokasaHo, YTO AETU U MOAPOCTKY
c C1, y kotopbix B aHaMHe3e Obin KA, uMenun xyawyto
KOTHUTVBHYIO (DYHKLMIO MO CPaBHEHWUKO C FPYMMoM COOTBET-
cTBytoLero Bo3spacta 6e3 [IKA B aHamHe3se [15]. CornacHo
AaHHbIM [pyrux aBTopoB, Yy Aeteit ¢ CO1 yepes 2-4 Hep.
nocne nepeHeceHHoro [KA uMenncb 4OCTOBEPHbIE MHECTU-
yeckue pacctpounctea [38]. M.A. Cato v coagr. [6] coobLumnm
0 KOppensuMOHHOW CBA3M MeX[y HapylleHueM obyyeHus
M NaMATM Jaxe cnycta 2 roAa nocne nmepBoro anu3ofa
KA [6]. N3BecTHO, yTo [IKA BbisbiBaeT Mopdonoruyeckue
1 bYHKUMOHanbHbIe U3MeHeHUs M, KoTopble CBSA3aHbI C He-
OnaronpuATHbIMA HEMPOKOTHUTMBHBIMKM ucxopamm [20, 37].
[aToreHeTnyecKkme MexaHu3mbl Bo3HUKHOBeHMS K[ npu [IKA
B [ETCKOM BO3pacTe OCTalOTCA [0 KOHLA He BbIICHEHHbIMY,
O[HAaKO OAHOM M3 BeAyLIMX MPUYMHOMN MOXKET paccMaTpu-
BaTbCA 0TeK ronosHoro Mo3ra (0rM) [33].

B paHHOM 0630pe paccMatpuBatoTcs natogusmnonormye-
CKMe MexaHn3Mbl B3aumogenctaunsa mexay OFM n K[l y netein
Ha ¢oHe KA.

OTEK r0J1I0BHOI0 MO3rA KAK
TAXENOE OCJI0XXHEHUE
AUABETUYECKOI0 KETOALIM103A

Or'M — 370 pefKoe, HO NOTEHLMANbHO CMepTeNbHOEe oc-
noxHenve OKA y peten ¢ CIA1 [1, 5, 18]. YacTota KnuHunye-
ckoro OfMy peteii ¢ [IKA ouenmsaetca B 0,7-1: 100 u Bbiwwe
B rpynnax pucKa, Takux Kak aetn <5 net, y Kotopbix [IKA
fBnseTcs nepebIM cumntomoM C/11, ¢ anuTensHo runepram-
KeMuel B aHaMHe3e, BbICOKOW KOHLIEHTpaLMeli a3oTa Moye-
BWHbI B KPOBM, MeTabO/IMYECKUM aUMA030M M HU3KUM nap-
uManbHLIM AasnenneM yrnekucnoro rasa (pCo,) [5, 16, 45].
Yacrota cybkmmHnyeckoro OIM mMoxkeT BbiTb ropasfio BbiLue [45].

Cpenoy OCHOBHbIX MaToduU3Monornyeckux 3peHbe OMM
y petei Ha @oHe KA BbioensioT HapylieHue QyHKUMM
KNeTOYHbIX MeMbpaH, OTEeK acTpOLMTOB, HapyLueHue npo-
HMULLAEMOCTM remaTo-3Huedanuyeckoro bapbepa (M3b) [1].
HeManoBaHyl0 ponb Take MOXEeT WUrpatb runepKanHus
W HapyLleHue ocMoTuueckoro Aaenenus [1]. Boigensiotr tpu
OCHOBHble natoduanonoruyeckne ¢opmbl OMM npu LKA
[18, 30, 32].

1. BasoreHHbi OI'M, Hanbonee pacnpocTpaHeHHas dop-
Ma, BO3HWKaeT B pe3ynbTate Hapywenus 36 [30, 32]. Mpu
HapyLweHun npoHuuaemocti 36 voHbl 1 benkn cBobogHO
MoCTynakT BO BHECOCYAMCTOE MPOCTPAHCTBO, YTO BbI3bIBAET
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OCMOTUYECKMIA MPUTOK XUAKOCTU B MHTEPCTULIMIO TOSIOBHOMO
mo3sra ("M ) [30, 32].

2. KnetouHbin un uutotokemyeckuidi OI'M vacto Bo3Hu-
KaeT B TEYEHWe HECKOJIbKUX MUHYT W NOPaXaeT rnuasbHble,
HeMpoHanbHble W 3HAOTeNUasnbHble Knetku M [30, 32]. Mpu
umtoToKeuyeckoM OIM B KNeTKax OTCYTCTBYHOT MeXaHW3Mbl
remocrasa [30, 32].

3. UntepctuumaneHbiii OM Bo3HMKAET B pesynbTarte 0T-
TOKA CMIMHHOMO3r0BOW XUAKOCTW U3 BHYTPUKENYLOYKOBOIO
MPOCTPaHCTBa B UHTepCTULMANbHbIe obnactn M [30, 32].

WccnepoBakna nokasanu, 4to BO3HWKHOBEHME W pas-
Butne OI'M cBA3aHO C aHOMambHOM CTPYKTYPOM M QyHKLMEN
HelipOHOB, NPUBOASALLEN K [LONTOBPEMEHHOMY KOTHUTUBHOMY
neduumty [47]. MHecTuyeckue pacctpoiictBa npu OI'M Ba-
PbUPYKOTCA OT JIErKMX [0 TSIKENbIX KOTHUTUBHBIX HapyLue-
HWK [32].

KOMMOHEHTHI
MATO®U3U0JTIOTMYECKOK
B3AMMOCBS3U MEXX Y

OTEKOM 0/I0BHOI0 MO3rA

U KOTHUTUBHOW OUCDHYHKLUMEN NPU
OUABETUYECKOM KETOALIMI03E

M'nokcusa

[laBHO W3BECTHO, YTO BO3AENCTBME TUMOKCUM MPUBOAMT
K O'M c nocnefywwmumMn MHECTUHECKMMU PacCTPOMACTBA-
mu [27]. Hanpumep, rMnoKcus MoxKeT NPMBECTU K HApYLLIEHWIO
HECKOJIbKUX KOTHUTUBHBIX DYHKLMIA, TaKUX KaK BHUMaHMe,
0byyeHWe 1 NaMATb, CHUKEHWE UCMONHUTENBHBIX QYHKLNIA,
NPy 3TOM BbIPaXKEHHOCTb KOTHUTUBHOMO feduumuTa Koppenu-
PYeT C [UMTENbHOCTBIO M CTEMEHb0 TUMoKeuK [44]. MokasaHo,
yto nospexpeHue M, BbisBaHHoe [IKA, UMeeT HecKosnbKo
06LLMX YepT C KITAaCCMYECKUM TUMOKCUYECKU-ULLEMUYECKUM
nospexaeHnem 'M [18]. OnucaHne naTonoroaHaTOMMYECKUX
pe3ynbTaToB y Aeten, ymepwmx ot OFM, KoTopbin bbin cBs-
3aH ¢ [IKA, noKasanu npusHaky, yKasblBaloLMe Ha ULLEMMID
M [18]. UccnepnoBanus Ha Kpbicax ¢ HekynupyembiM KA
MPOJEMOHCTPUPOBAM HapyLleHWs B BbipaboTKe Liepebpanb-
HbIX MeTabonnToB, 06bINHO BO3HMKAOLLME MOCHE TUMOKCUM,
BKJTHOYAs HU3KMIA BHYTPUKIETOYHbIA pH, NOBbILLEHHBIN Ypo-
BEHb JTAaKTaTa M CHUXEHUE YPOBHS BbICOKOIHEPreTUYEeCKUX
doccdatoB [18]. B 0b630pe uccnenoBaHuit KOMMbHOTEPHOM
ToMorpadum peteit ¢ [KA uccneposatenu obHapymunm
ovarosoe nospexaeHue My 22 % nauueHToB, ¢ npeumy-
LLLeCTBEHHbIM MOpaXKeHNeM Me3UanbHbIX 6a3anbHbIX raHr M
W TanaMmyca, nepuakBeAyKTalbHOr0 Ceporo BeLLecTsa U Aop-
canbHbIx aaep Mocta [31]. 311 naMeHeHus bbinn o0bHapyke-
Hbl UCKITIOYNTENBHO Y ieTel, Y KOTOPbIX HapYLLEHWUS NaMsATH
MOSIBUAMCb B TEYEHME HECKOJbKUX YacoB MOC/e nepeHe-
ceHHoro [IKA, 1 aBTOpbl NpULLAM K BbIBOAY, YTO OHM Dbl
BbI3BaHbl UMeHHO runokcueii [31]. Momumo atoro, M uMme-
€T BbICOKYl0 noTpebHOCTb B afeHo3uHTpudocdare n bonee
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BOCMPUMMUMB K MUMOKCUYECKUM NOBPEKAEHUAM, YTO SBNSET-
CS [I0Ka3aTeNIbCTBOM TOT0, YTO MMMOKCUS MOXKET UrpaThb posib
B paHHEM pas3BUTMM LiepebpanibHON AMCHYHKUMM Y aeTel
¢ [OKA [3]. MocTeneHHoe CHUKEHME NOTPebNIeHNs KUCIOpO-
pa M, paxe npu coxpaHeHHOM MO3rOBOM KPOBOTOKE, Obiio
CBAA3aHO CO CHVXKEHWEM KOTHUTMBHOTO (YHKLMOHMPOBAHMS
npu OKA [3].

LlepebpanbHas runonepdysus u penepdysus

LiepebpanbHas runonepdysus 0THOCUTCA K HeocTaTou-
Hou nepdy3um 'M 1 paccMaTpuBaeTCs KaK 0CHOBHOI (haKTop
COCYAMCTON MO3roBOW NATONOMUM U KIIMHUYECKWX NposiBne-
Huit K1 [36]. CHukeHme Mo3roBoro KposoToka npu OI'M npo-
UCXOLMT B KPUTUYECKM BaXKHbIX [N KOTHUTUBHBIX (DYHKLMNA
obnacTsx (Hanpumep, B runnokamne) [28, 36]. Y rpbisyHoB
3KcnepuMeHTanbHas LiepebpanbHas runonepdysus Bbi3biBa-
€T MUTOXOHAPWANbHYK AMCHYHKLMIO M MHTMOMPOBaHWE CUH-
Te3a DesKoB, YTO MOXKET HapyLUMTb BanaHC aHTMOKCMAaHTa3
U aKTMBHbIX PopM Kucnopona (ADOK) v Bbi3BaTb OKMCIUTENb-
HOe MoBpeXaeHWe HeMpoHoB [26]. B To e BpeMs OKuCIU-
TeNbHOe MOBPEX[EHNEe 3HAOTENMANbHbIX KIETOK COCYLLOB,
T7IMA U HEWMPOHOB HapyLUaeT (YHKLMIO COCYAO0B U Helpoco-
CYAMCTYI0 CBA3b, YTO MOXET NPUBECTU K 00pa3oBaHMIo Mo-
POYHOrO Kpyra fanbHenllero cHukeHus nepobysum M [26].
06e3BoxuBaHne Ha doHe [KA npuBoauT K CyeHuio BHe-
K/ETOYHOro MpOCTPaHCTBA, FEMOKOHLIEHTPaLMM U MOBbILLe-
HWIO BA3KOCTM KPOBM, YTO MOXET CrnocobcTBoBaTh runonep-
Gy3um 'M 1 UMTOTOKCMYECKOMY NOBPEXAEHUIO HEPOHOB [3].
[MnepBeHTMAALMSA, KOMMEHCATOPHbIA MeXaHW3M MeTabo-
JINYECKOT0 auMAo03a, MPUBOAAT K CHUXEHMIO NapLuanbHOro
AaBNeHnA YIeKNUCmoro rasa B apTepuanbHoi kposm (PaCo,)
1 NOBbILLIEHMIO BHEKIIETOYHOr0 pH M, 4To NpUBOAMT K Cyxe-
HU0 LiepebpanbHbIX CoCcyao0B M cnocobeTByeT LepebpanbHon
runonepdy3umn npu KA [3]. B akcnepuMeHTax Ha MBOTHBIX
MOKa3aHo, YTO CKOPOCTb MO3roBOr0 KPOBOTOKA 3HAYNUTESTBHO
CHUXaeTcs B ycnoBusax Hekynupyemoro [IKA u Hanpsmyto 13-
MeHsieTcA B 3aBMcUMocTU oT yposHA PaCO, [18]. Tuneprnu-
KeMusi U runepkeToHeMus Ha doHe [IKA Takie Bbi3biBaloOT
CHUXKEHWe CKOPOCTU MO3roBOr0 KPOBOTOKA, YTO CrocobCTBy-
eT dhopmuposaHuio KJ1 Ha dore OIM [16].

Nwemmnuecku-penepdysnoHHoe noepexaeHue M npea-
CcTaBnsieT coboii 0CTpOe HapyLLeHWe MO3roBOr0 KpoBoobpa-
LLeHMsl, KOTOPOE NPUBOAUT K HeobpaTMMOMy MOBPEXAEHMIO
M [49]. KorHuTVBHbIE HapyLUEHMs, Bbi3BaHHbIE MLLeMUen/
penepdyaueii I'M, uMeloT cepbesHble U AUTENbHBIE KIIMHU-
yecKue npossneHuns [43]. bbino BbicKasaHo NPeanosoxKeHue,
yto penepdy3us obnacten I'M Bo Bpems IKA ycyrybnsert e-
pebpanbHoe NOBPEXAeHUe MOCPEACTBOM PasiUYHbIX Mexa-
HWU3MOB, BKJtoYas HapyLueHue 36 [42].

BbICBOGO)K,U,eHVIe Ba30aKTUBHbIX BeLLeCTB U UHAOYK-
LA BocnanieHusa

Ba3zoaKTuBHbIE BeLLECTBA, TaKUe Kak aKBanopu-
Hbl, MATPUKCHble MeTanionpoTenHasbl U Ba30aKTUBHbIE
BOoCnaauTesibHble areHTbl, ABMAKTCA MNOTEHUWaNbHbIMUA
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meauatopamm OIM [9]. HanpuMep, dakTop pocTa 3HAOTENMS
cocynoB (VEGF) nHoyumpyeT nponudepaumio u MUrpaumio
COCYAMCTbIX 3HAOTENIMANbHBIX KNETOK B PasfyHbIX TKa-
HAX, BKYas M, 1 ero KOHLEHTpauus yBenMuMBaeTcs Ha
done O'M [30]. TuneprankeMms 1 runepKeToHeMUsi Ha hoHe
[KA cBsi3aHbl € BbICBOBOXAEHUEM Ba30aKTUBHBIX BELLECTB,
B TOM 4MC/ie MOJIEKYN aAreswm 1 GakTopa pocTa 3HA0TeNus
COCY[10B, KOTOPbIE OKa3blBaloT NpsIMOE U HeraTMBHOE BO3-
pevicteue Ha 3B, cnocobCTBys MOBBILIEHWID NPOHULLIAEMO-
ctn cocygos M [3]. ApaxupoHoBas KMCNOTa, BbICBOOOXK-
AaeMasi BO BHEKJIETOYHYIO CPedy BO BpeMs MOBPEX[EeHMs
napeHXuMbl BCNeACTBME LiepebpanbHOM MUMOKCUM, Y4a-
CTBYET B MHAYKUMM NMPOHWLLAEMOCTU KanuinspoB y LeTel
¢ OKA [3].

Mpun OKA nospexpaenune I'M, Brntouas O'M, Bbi3biBaeTcs
uutepnenkutom 1 (IL-1) [10]. IL-1 BbicBOBOXK AaETCA BHYTPU-
KNeTOYHbIMM 6eNIKOBBIMU KOMM/IEKCaMM, Ha3bIBAaEMbIMU UH-
dnamMMacoMamu, B OTBET Ha 0CMOTUYECKUIA IPPEKT BICOKMX
KOHLIeHTpauwii roKo3bl, XxapakTepHein ana OKA [11]. IL-1
BbI3biBaeT noBpexaeHne M nyteM obpasoBaHus OIM B pe-
3ynbTaTe 3KCTpaBa3auuy NiasMbl KPOBK Yepe3 HerepMeTuy-
Hble MEXKJIIETOUHbIE COBIMHEHNS NMYTEM BbITECHEHUSA OENIKOB
MAOTHbIX COEMHEHNUN W Pa3pyLLIEHUS LMTOCKENETa, YTo Obio
paHee NPOAEMOHCTPMPOBaHO Ha Moaenu nospexaexusa [3b
yenoseka in vitro [48]. IL-1 MoXeT BbI3bIBaTb AJIUTENbHbIN
cnasm cocynos M [12].

OcTpas runepravkeMus

OcTpas runepriaMKeMmus MOXET Bbi3BaTb MOBPEX[EHUE
HelpoHoB M, yBenMUMBasA PUCK CHUMEHUS KOFHUTUBHbBIX
dyHKumK [19]. MoTeHUManbHble MEXaHWU3MBI, JieXalLue B 0C-
HoBe K[1, BbI3BaHHOW rMNepriMKeMUeit, BKIKYAKOT anonTos,
0C, HapyLueHWe HEMpOHabHOM Nepefadn CUrHaNoB UHCYU-
Ha, HelipoBOCManeHne M CUHANTMYECKYD AUchYHKUMo [19].
[laHHble UccneL0BaHMI Ha KUBOTHBIX U NIOLAX LEMOHCTPUPY-
10T OCTOBEPHYI0 CBA3b MEXAY MNEepriMKeMuen 1 yxyaLe-
HUEM TUMOKCUYECKM-MLLEMMYECKOrO noBpexaeHus M [18].
B nccnepoBanmax O'M Ha MBOTHBIX OCTPas rNeprimKeMus
Dbina cBA3aHa C OTNIOXEHWEM HEMTPOGUIIOB B ULLEMU3UPO-
BaHHOM TKaHW M HaKonneHueM naktata [18]. Kpome 3Toro,
TUNEPrIMKEMUA CBSA3aHa C HapyLleHWeM (GYHKUMM 3HA0Te-
JUS COCYA0B, NPUBOAALLMM K YMEHbLUEHWIO Ba3oauiaTaLuy,
a TaKKe CO CHUKEHWEM MO3roBOro KpOBOTOKA, KOTOpbIe MO-
ryT cnocobcTBoBath Mwemmn MM [18].

OcTpas runeprivkemus ycunusaeT nospexaeHve M no-
CPeACTBOM psifia MEXaHU3MOB, BKJTHOYas BbIpaboTKy ocMonu-
TOB (TaKMX Kak copouT), MHAYKUMIo LepebpanbHoro aumpao-
3a, CHUXEHWe MO3roBOro KpOBOTOKA W HAKOM/EHWe flaKTaTta
u rnytamara [3]. Mpu akcnepumenTanbHon Mogenn [1KA Bos-
AeNCTBUE TUNepPriMKeMun Bbino CBA3aHO C YCUIEHWEM Heo-
KOPTWKaNbHOro HaKOMEHWS BHEKNIETOYHOrO FlyTaMara BO
BpeMSA WULIEMWW, YTO YCUNMBANO MOBPEK[EHWE HENpOHOB
B 'M [3]. MoxHO NpeAnooXuTb, YTO NOBbILIEHHbIE KOHLIEH-
Tpaumv uepebpanbHoro raytaMara (UnW NoBbILEHHAsA YyB-
cTBUTENbHOCTL peLenTopoB NMDA K rnytamarty), Bbi3BaHHble
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runepriivkeMmeit U r’MNoKCcKUen, MoryT cnocobcTBoBaTh LMTO-
TOKCMYECKOMY MOBPEXAEHMI0 HelipoHOB M HapacTaHuio K
y Aeten nocre nepeHeceHHoro [IKA 3a cueT npoeccos 3Kc-
anuToKcKuyHocT [3].

OKcMAATUBHBIN CTpecc

Ha ceropHswHuin fexb casb mexay OC n K[ yxe He
BbI3biBaeT COMHeHui [4]. AOK MoryT Bbi3biBaTb NOBpeX-
JeHne nUnuaoB W 6enKoB B myia3MaTUHecKoi MeMbpaHe
HEMPOHOB U FNManbHbIX KneTkax M u Hapylwatb MOHHbIE
M OCMOTMYECKWE TPajMeHTbl, YTO MPUBOLAUT K MOIMIOLLEHMIO
KnetouHon Boapl 1 OMM [25]. Mpu JKA runepravkemus, Ke-
TOHEMWS 1 MeTabonnyeckui aumMzo3s elle bonblue ycunmeaiT
0C, KoTOpbIil MOXET UrpaTb 3HAYUTENBHYI0 POJib B Pa3BUTUK
Bocnanenus cocynos I'M [34]. bbino obHapy»eHo, yTo y ae-
Teii ¢ IKA B MCXOAHOM COCTOSHUM W B TEYEHWE HECKONBKUX
yacoB rnocnie Hauana NeyeHns HabmAalTCA NOBbILIEHHbIE
KOHLIEHTpaumMm B nnasme 3-AesokcurmiokosoHa (3-/0),
MpefLIecTBEHHNKA KOHEYHbIX MPOAYKTOB MMKWUpoBaHus [3].
YBenuyeHve KoHueHTpaumm 3-[1I" Bbi3BaHO 0CTPOM rMneprim-
KeMWel, KEeTOHOBbIMW TeNlaMu U MEPEKUCHBIM OKUCIIEHUEM
nvnnpos (M0J1), cesizaHo ¢ obpasoBaHueM ADK 1 nHaKTuBa-
LMeN aHTMOKCUAAHTHBIX GepMeHToB, uTo yeyrybnaet K [3].
[lpyrue uccnepoBaHus Takxe nokasanu ysenuuenue [10]]
W CHWXEHME aHTUOKCUAAHTHbIX BUTaMuHOB C u E o v Bo
Bpems [IKA y peteit [3]. MloMMMO KNeTo4HOro NOBPeXAEHUSA
M0J1 A®K yyacTByioT B AMCHYHKLMM SHLOTENMANBHBIX MEM-
BpaH Ha ypoBHe '3b, uTo ycunvBaeT Ba3oreHHoe MoBpeXae-
Hue M [3]. AkTMBaums MeMbpaHoaTaKylLero KoMmiekca
(C5b-C9), KoTopbliA akTMBMpPYeTCS Y naumeHToB ¢ IKA a0 Ha-
yara NeyeHus), TakKe CBA3aHa C WHAYKLMEN MOBPEXAEHMUS
HenpoHoB [22].

3AKJIO4YEHUE

KornutvBHas amcdyHKUMS, BO3HMKalOLLAA B pesynbrare
OI'M npu IKA, MeeT cnoxkHyto, MynbTU(aKTOPHY naTodu-
310N10rMYecKylo Mofienb pa3euTus. CNOXHO CKa3aTb, KaKol
MMEHHO W3 OMMCaHHBIX MEXaHU3MOB HOPMMUPOBAHMS KOTHU-
TMBHbIX HapylweHWn Ha doHe OMM 3aHMMaeT nuaumpylowme
no3uuuu, BMOJSIHE BO3MOXKHO, YTO AaHHble MaTtodu3nono-
TMYecKue MPOLECChl ABMIAITCA 3BeHbSMU OAHOW Lenu. He-
06X0aMMbI fanbHeWLlne UCCefoBaHus, HanpaBeHHbIe Ha
BbISIBJIEHWE MATOreHeTUYECKUX MeXaHU3MOB PasBUTUSA KOr-
HUTMBHOW ancdyHKumm npu OI'M B pamkax KA B negmnatpu-
YECKOM MPaKTUKe.

AOMO/IHUTENIbHASA UHOOPMALIUA

KoHdnukT uHTepecoB. ABTOp LeKiapupyeT 0TCYTCTBUE ABHBIX
U NOTEHLMANbHLIX KOHPIMKTOB MHTEPECOB, CBA3aHHBIX C NybMKa-
LiMei HacTosLLIEN CTaTbK.

WUcTouHuk duHaHcupoBaHUusA. ABTop 3asBnsieT 06 oTCyT-
CTBMM BHELUHEro GUHaHCMPOBaHWUS NpW NPOBEAEHUM UCCNeno-
BaHus.
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CoBpeMeHHble npeacTaBieHUs 0 Knaccupukauum
U natoreHese npe3akaaMncum
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AHHOTALNA

Mpe3aknaMncus — CUCTEMHOE TUNepTeH3MBHOE 3aboneBaHue, pasBuBaloLLeecs BO BpeMsi HEpeMEeHHOCTM M XapaKTepHoe
TOMbKO AN1S YenoBeKa. CTOiKoe NoBbILIEHME apTepuasnbHOro AABMIEHNUS U COMYTCTBYHOLLME NOPAXKEHUS OpPraHOB OKa3blBaKOT
HeraTMBHOe BO3[ENCTBME Ha OpraHWU3M MaTepu 1 pebeHKa He TOJbKO BO BpeMsi GepeMeHHOCTH, HO U MoABepraeT Ux pUcKy
CepAEYHO-COCYAMCTLIX U LiepedpoBacKyNAPHBIX OCNOXHEHMIA B flanbHEeMLLEN Ku3HU. HecMoTps Ha MHOroeTHUE UCCe0Ba-
HWs, 3TMONIOTUSA U NaTOreHe3 NPe3KNaMNCKUN U3YYeHbl HELLOCTaTOYHO, @ JOCTYNHbIE HA CErOLHALLHUIA LeHb METOAbI IeYeHus
ocTarTca ManoaddeKTMBHLIMU. B 0630pe aHanM3npyloTca COBpeMeHHbIe MPeACTaBNIEHNS 0 TUMaxX M CTaauUAX NPEe3KIaMmcum,
a TaKxKe 0 NaToMopdoIOrMYecKMX U3MEHEHNSX B TKaHSAX NaLeHTbl U KPOBEHOCHBIX COCYA0B. B HacTosLLee BpeMs B 3aBUCK-
MOCT OT CPOKOB rectauuy, NatoGuanonorim u KIMHUYECKUX NOCNeACTBUN A1s MaTepy BbIAENSIOT 2 TUNa NpeaknaMncum —
NPe3KNIaMncus ¢ paHHUM febioToM (oo 34 Hep. bepeMeHHOCTW) W MpesKnaMncys ¢ NO3AHUM HavanoM (Ha/nocne 34 Hep,.
unm nocne poaoB). Mpeaknamncus ¢ paHHUM NpOSIBNEHMEM MpU3HaHa CnefcTBueM AedeKTa niaueHTauuu, B TO BpeMs
KaK naTonorus cepaeyHo-cocyaucTon CUCTeMbI MaTepy SBASETCA rNABHOM MPUYMHOMN NO3AHEr0 BO3HUKHOBEHWM 3ab0NeBaHus.
B 0boux cryyasx HapyLieHus nnaleHTapHoi nepdy3vn NpUBOAAT K MHOFOYMCIEHHBIM MOP(HOIOTMYECKUM aHOManusaM n oT-
noxenunio Gubpo3HoN TKaHM B NNaLEHTe 1 cocyaax.

KnioueBble cnoBa: npe3knaMncus; natoreHes; NMpe3KNaMncus PaHHEro TWUMA; MPEe3KNaMncus C MO3HWM Hayanow;
natoMoposiornyeckme n3MeHeHus; Gubpos.
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ABSTRACT

Preeclampsia is a systemic hypertensive disorder that develops during pregnancy and is typical only for humans.
Persistent high blood pressure and associated organ damage have a negative impact on the mother and child organisms
not only during pregnancy, but also exposes them to the risk of cardiovascular and cerebrovascular complications later
in life. Despite many years of research, the etiology and pathogenesis of preeclampsia have not been sufficiently studied,
while currently available therapeutic methods remain ineffective. This review analyzes the contemporary concepts on
the types and stages of preeclampsia, as well as on pathomorphological changes in the placenta and blood vessels tis-
sues. Depending on gestational age, pathophysiology and clinical consequences for the mother, two types of PE are cur-
rently distinguished — preeclampsia with early onset (before 34 weeks of pregnancy) and preeclampsia with late onset
(at/after 34 weeks or after delivery). Preeclampsia with early manifestation is recognized as a consequence of defective
placentation, while the pathology of maternal cardiovascular system is the main cause of the late disease onset. In both
cases an impaired placental perfusion leads to numerous morphological anomalies and deposition of fibrotic tissue in
the placenta and vessels.

Keywords: preeclampsia; pathogenesis; early-onset preeclampsia; late-onset preeclampsia; pathomorphological changes;
fibrosis.

To cite this article
Ershov IA, Vasiliev AG, Reznik VA, Taits AN, Pugacheva MA, Bibkov IZ, Agalakova NI. Classification and pathogenesis of preeclampsia: contemporary
concepts. Pediatrician (St. Petersburg). 2024;15(4):73-83. DOI: https://doi.org/10.17816/PED15473-83

Received: 11.06.2024 Accepted: 15.07.2024 Published online: 30.08.2024
&
ECO®VECTOR The article can be used under the CC BY-NC-ND 4.0 license

© Eco-Vector, 2024


https://creativecommons.org/licenses/by-nc-nd/4.0/
https://creativecommons.org/licenses/by-nc-nd/4.0/
https://doi.org/10.17816/PED15473-83
https://doi.org/10.17816/PED15473-83

0B30PHI

BBEJEHUE

Mpeaknamncus (M3) — oaHo u3 Hambonee pacnpocTpa-
HeHHbIX 3ab0neBaHuii rMNepTeH3UBHON MPUPOSbI, pa3BKBa-
loLLieecs BO BpeMsi bepeMeHHOCTH M 0NMcaHHOE TOJbKO Y Ye-
noseka [9, 13, 38]. PassuBatowasncsa y 2—-10 % bepeMeHHbIX
EHLWMH M3 1 conyTCTBYIOLME €/ CUCTEMHbIE MOPaXKEHMs
OpraHoB ABNAOTCS MPUYMHON HEOOXOAMMOCTU NpOBELEHMS
WHTEHCWMBHOW Tepanuyu WM JOCPOYHOr0 POLOpa3peLLeHus
(okono 20 % cnyyaes) nyTeM KecapeBa ceyeHus. bonee Toro,
M3, ocobeHHo ee paHHee nposiBneHWe (Lo 34 Hep rectauum),
npueoaut K 6onee yem 70 Toic. (10-15 %) maTepuHCKuX
1 500 Thic. (20-25 %) BHYTPUYTPObHbIX U HEOHATaNbHbIX NO-
Tepb BO BCEM Mupe, 0COOEHHO B pa3BMBAIOLLMXCA CTpaHax
[49, 50, 54]. B Poccum runepTeH3nBHble OCNIOXKHEHMA BO Bpe-
Ms 6epeMeHHOCTM B NOCNeAHME roabl 3aHUMalT 4-e MecTo
B CMUCKE MPUYMH MaTepuUHCKON cMepTHocTU. Tak, B 2018 .
Ha 1000 pomoB obuiee uucno cnydaeB ymepeHHon [13
coctaBuno 27,4, taxenon N3 — 8,4 u aknamncum —
0,12 [2].

CornacHo KpuTepuaM 06LLEeCTBa aKyLLepOB-rMHEKOON0B
(American College of Obstetricians and Gynecologists —
ACQG, International Society for the Study of Hypertension in
Pregnancy — ISSHP), knaccuyeckumu cumntoMamm 113 cum-
TalOTCA: apTepuanbHas rMnepTeHsus [MoBbILEHUE CUCTONM-
YecKoro apTepuanbHoro Aasnenus (ALl) 6onee 140 MM pT. cT.
n/wnn puactonuyeckoro Afl 6onee 90 MM pr. cT.], Bnepsble
BO3HWKLas nocne 20-1 Hegenm bepeMeHHOCTH, DUKCHpyeMas
KaK MMHUMYM 2 pasa B eHb C uHTepBanom B 4 4 [9, 17, 48].
B TaenbIx cyyasx CMCTONMYECKOE MM AMacToNIMYECKoe
Al nosblwaetca fo =160 MM pt. cT. 1 =110 MM pT. cT. co-
OTBETCTBEHHO. [13 MOXET nopa)aTb MHOXECTBO [LpYrux
CUCTEM OpraHu3Ma (AblxaTesibHylo, NMeYeHOYHY0, MOYeBbI-
AENNTENbHYI0, HEMPO3HAOKPUHHYIO U KPOBEHOCHYIO), Npu-
BOASA K 3aJepIKKe pocTa njofa, NPexAeBpeMeHHbIM poAaM
W opyruM HebnaronpusTHeIM ucxofaM. [lwarHos 13 Moxet
BKJIKOYATh MO KpailHei Mepe eLle 0fHO CONYTCTBYlOLLEe oc-
NOXHEHWEe — HapyLUeHUe GYHKLUMM NOYEK U NPOTEUHYPUIO
(comepxaHue obluero beska B cyTouHoi npobe 20,3 r/cyt
i =0,3 r/n B 2 nopumsx Mouu, B3ATbIX C WMHTEPBAIOM
B 6 4, HO <5 r/cyT unmn <3 r/n B 2 NOPLMAX MOYM, B3ATbIX C UH-
TepBasioM B 6 Y, HapyLieHre QyHKUMM neyeHu (yBenudeHue
KOHLiEHTpaLuW TpaHCaMMHa3 He MeHee YeM B 3 pasa Bbllle
HOPMbI), TPOMOOLMTONEHNA (YNCNIO TPOMOOLMTOB MEHbLLE
50000/MKn), HEBPOMOrUYECKWE WNN 3pUTESIbHBIE OCIIOXHE-
HWA (CNenoTa, MHCYMbT, CUIbHbIE TOMIOBHbIE BOMM U CTOMKaS
3puUTeNbHas CKOTOMa), AMCNENTUYECKME PacCcTPOIACTBA, reMo-
n13 B nepudepuyecKoii Kposu u ap.

B HacToslee BpeMs LnA KOppeKuuu cocTosHus be-
PeMEHHBIX eHWMH ¢ 13 NpUMeHSOT psA rMNOTEH3UBHBIX
npenapatoB [44, 48], oiHAKO BO3MOMXHOCTU 3QHEKTUBHOMN
NpoGMNaKTUKW OrpaHuyeHbl, @ eAUHCTBEHHBIM HaLEXHbIM
cnocoboM npepoTBpalLeHuss HeobpaTuMoro mnoBpexze-
HWA opraHoB wiu rubenu MaTepu oCTaeTcs pojopaspeLue-
HWe, 4YacTo MpexpaeBpeMeHHoe. WHorga runepTeHsus He
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1CYe3aeT W Nocnie PofoB, @ B HEKOTOPbIX CIy4asX pa3BuUBaeTcs
de novo B NocnepofoBoM Nepuofe (NepcucTupytoLLas nocne-
ponosas 13) [18]. KpoMe Toro, 13 cuntaeTcsa A0ArocpoyHbIM
(baKTOpOM NpenpacnosoXeHHOCTU K Pa3BUTHIO CEpLeYHO-Co-
CyauUCTbIX U LepebpoBacKynspHbIX 3aboneBaHuii B TeueHue
nocneaytoLLen xusHu [8, 23, 24]. Y xeHLWwmH, nepeHectumx 13,
CHUXKAETCA 0XUAaeMas NPOAOIIKUTENBHOCTb XU3HU, YBe-
NINYMBAETCA PUCK BO3HMKHOBEHMS caxapHoro Auabeta
M KOTHUTMBHbIX HapyLeHuid [51, 52]. BHyTpuyTpobHoe BO3-
peiicteue 3 Ha peten B bonee no3gHeM Bo3pacTe NpuBO-
OVMT K HapyLUeHW0 pasBUTUS HEPBHOM CUCTEMBI, Pa3BUTMIO
CepLeyHo-cocyaucTbiX U MeTabonnyeckux 3aboneBaHwii
(8, 22, 24].

HecMoTpsi Ha MHoOroneTHMe Hay4Hble MCCef0BaHUS
U pas3BuUTHE MeAULIMHCKMX TeXHonorui, natodusuonorus 13
0CTaeTcs ManornoHATHON, a ee Hayano 1 CTeneHb NPOrpeccu-
poBaHus HenpefckasyeMbl. B aaHHoM 0630pe onucbiBatoTes
TMnbl 1 cTagum [13, a TakKe KnaccubuumMpyoTCs COBPEMEH-
Hble [aHHble 0 MPUYMHAX aHOMaNbHOW MaLeHTaLuK, naTo-
MOpPQONOrNYECKUX M3MEHEHUSX B TKAHAX NaLeHTbl U KpoBe-
HOCHBIX COCyA0B, Habnopatowmecs npu M3.

KNACCUDUKALINA NPE3KJTAMICUN

M3 nposiBnseTcA B reTeporeHHbIX GopMax u Knaccuuum-
pyeTcs B 3aBUCMMOCTW OT CPOKOB rectauuu, natodusuoo-
TN W KIIMHWYECKUX NOCNefCTBMIA Ana Matepu. B nutepatype
OMucaHbl peaKue cnydam atunuyHon 13, passuBiencs Ao
20 Hepn. 6epemeHHocTn [33], oaHaKo 00bIYHO XapaKTep-
Hble MPU3HaKW 3TOro 3abonieBaHMs PEruCTPUPYIOTCS MO3Xe
[9, 13, 44]. B 3aBUCUMOCTH OT CPOKa NPOSBNEHUS KIIMHUYECKM
3HaYMMBIX CMMMTOMOB B HacToslLLiee BPeMS BbIAENAT 2 0C-
HOBHbIX noaTvna 3 — c paHHUM Hayanom (o 34-i Hepe-
N1 BepeMeHHOCTH) 1 ¢ MO3LHUM AebioToM (MposiBnstoLascs
Ha/mocne 34-i Hejenm Unu faxke nocne poaoB) (42, 47, 53].
[Henenve Ha atn noaTvnbl 13 NoATBEPIKAAETCA Pa3INYHBIMU
KJIMHWYECKUMM UCXofaMmn U paKTopaMu pucka. Takas Knac-
cndmkauma 3 HeobxoanMa ans pa3paboTky LONTOCPOYHbBIX
MPOrHO30B W LieNeBbIX NOAXOAO0B K CKPUHUHTY, MPodunaKTyu-
Ke v neyenuio 3.

PaHHuit TMn 113 sBnseTca cneacTtBuMeM MaLEeHTapHON
OMCOYHKUMW U XapaKTepu3yeTcs BbICOKOM YacTOTOW 3a-
LEepXKM pocTa niofa. Y bepeMeHHO eHLMHbI Habnopa-
eTcsl BbiCOKOe nepudepuyeckoe cOCyaMCToe COMpOTUBIIEHNUE
M HU3KMA cepaeydHblii Bbibpoc. Mpu 3toM Ttune M3 yacto
e[MHCTBEHHbIN cnocob M3bexartb HebnaronpuATHbIX Mo-
CNeacTBUA ANS 3[0pOBbS MaTepu — MPeXAeBPEMEHHOE
poropaspeLuenue [26, 42, 47, 53].

Mpu passutum M3 c no3gHAM HayanoM nnaueHTauus
00bI4HO He HapyLueHa, oAbl Yalle MPOMCXOIAT B CPOK,
HOBOPOXXAEHHbIE HE MWMEIT aHOMallbHbIX OTKIIOHEHHI
B pocTe M MoryT bbiTb Aaxe KpyMHbIMKU Afs CBOEro recra-
LMoHHoro Bo3pacTa. llepudepuyeckoe cocynucroe conpo-
TUBJIEHWE MaTEpU HU3KOE, CEpAEYHbIN BbIOPOC BbICOKUIA.
0OpHako u N3 ¢ no3gHMM HayanoM npefcTaBnseT yrpo3y Ans
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300pOBbA MEHLMHbI. OnacHbIMU ANA XU3HW NpUMepamm
M13-accoummpoBaHHbIX KpKU30B, KOTOpbIE Yalle BCTpevarTcs
Ha MO3AHMX CpOKax bepeMeHHOCTW Wi mocne pofoB, SB-
NAKTCA 3KNaMncusa (Cynoporu), a Takxe Tak HasblBaeMbli
HELLP-cMHapoM (reMonu3, HU3KWIA YpOBEeHb TPOMOOLM-
TOB U MOBbLILLEHNE AKTUBHOCTU MEYEHOYHBIX (QEpPMEHTOB).
MpuHMMas 3To Bce BO BHUMaHWe, nocneponosyio M13 nHorpa
BbILENAT KaK 0TAeNbHY dopMmy [26, 42, 47, 53].

MATOrEHE3 NPE3KTAMIICUNA

3™onorus v natorexes 13 BapbUpyHOT B 3aBUCUMOCTH OT
CPOKa ee MpOSBNEHUS, TEHETUYECKON NpeapacrooXeHHo-
CTU U YKEe UMEIOLLMXCS Y MaTepy NaTeoruyeckux CoCTOAHUIA
[26, 42, 44, 47, 53]. W3BecTHble daKTOpbl pUCKa pa3BUTUS
M3 BKIKOYAKT XPOHUYECKYK apTepuanbHY TMNEpTEH3NIO,
XpOHWYecKue 3aboneBaHus MoYeK, NperecTauMoHHbIA U
reCTaUMOHHbIV caxapHblii AnabeT, oxupenue, aHTUdocdo-
JMNWIHBIA CUHLPOM, ayTOMMMYHHbIe 3ab0/1eBaHus, NO34HMIA
PenpoayKTUBHbIA BO3pacT, NepByld 6epeMeHHOCTb, MHOrO-
nnogHyto 6epeMeHHocTb, ciyyam 113 B ceMbe, aKCTpakopno-
pasibHOE OMNJI0L0TBOPEHHE.

1-5 cTagus / Stage 1
MnauenxTapHas ancdyHkums / Placental disfunction
1- 1 2-it TpuMecTpbl / Trimesters 1 and 2

T

MarepuHckue dakTopbl /
Maternal factors

+

Vol 15 (4) 2024

Pediatrician (St. Petersburg)

B xoge u3yueHus 3 6binn npeanoeHbl HECKOMbKO KOH-
Lenuuii ee BO3HUKHOBEHMS, 0DBACHAIOWMX PasUyHyI0 TH-
KECTb TeYeHMs W pasHoobpasne KIMHWYECKUX MPOSBNEHMIA
3aboneBaHus. HecMoTps Ha HeKoTOpble BapuaLmm B Npeana-
raeMblX NaToNIOrMYECcKUX MEXaHU3Max, MMEtLLMEeCs K HacTo-
fiLLEeMY BPEMEHY [laHHbIE YKa3bIBaKT Ha TO, YTO LIEHTPaJIbHbIM
KPUTMYECKUM KOMMNOHEHTOM KaK paHHeM, TaK 1 No3aHel op-
Mbl [13 sBnseTCA NnaLleHTa, a peLlaoLwmM haKTopoM — Ha-
pyLueHue nnaueHTapHoit nepdysuu. [laHHbIN GaKT No3Boaun
pa3paboTatb UHTerpasbHyto KoHuenumio passutus 13, KoTo-
pas CBA3bIBaeT GeHOTUMbI paHHen 1 no3aHen Gpopm 3abone-
BaHWA HE3aBMCMMO OT TOrO, AOMWHUPYET NIW MaLeHTa Wi
cepredHo-cocyauctan cucteMa (CCC) matepu [42, 53, 57].
Jra mMogenb Boigenset M3 11 2 tuno., cneunduKka KOTopbix
NOATBEPXKAAETCA pe3ynbTaTaMu MOJEKYNAPHBIX, NPOTEOM-
HbIX W TPAHCKPUNTOMHbIX UCCNELOBaHUI U B LiENOM CO0T-
BETCTBYET KaccU(UKaLWMM N0 CPOKY recTaumum (CM. pUCyHOK).

lNpeaknaMncusa ¢ paHHUM Havanom

M3 paHHero Tuna, pa3suBalowiasca A0 34-i Hepenu
BepeMeHHOCTH, NpU3HaHa creacTeueM LedeKTHOW nnaLeH-
TauuW, a NpUBOASALLENA K Hell MONEKYNAPHbIE U3MEHEHUS,

Hapywenwe uiBaum Tpodobnacta /
Trophoblast growth impairment

!

HenonHoweHHoe peMopien1poBaHue CriupanbHblx apTepuit /
Inadequate remodeling of spiral arteries

3azepxka pocta nnoga /
Deleted fetal growth

il

CHIXEHMe MaTOYHO-NNaLeHTapHOro KPOBOTOKa /
Decreased utero-placental circulation

!

‘ HapylweHue nnaweHTapHoit nepdysum / ’

Placental perfusion impairment

v
TMNOKCUA U MLeMUs InaLeHTsl / ’

Placental hypoxia and ischemia

+ + +

2-5 cTamsa / Stage 2
MatepuHckas ctapus / Maternal stage
MocneaHuit 2-i u 3-it TpumecTps! /

Meqvaropbl BocnarneHus /
Inflammation mediators

OKcMEaTMBHLIA cTpecc / || AHTUaHTMoreHHble hakTopbl /
Oxidative stress Antiangiogenic factors

Last Trimesters 2 and 3

PucyHok. 0606LeHHan cxemMa ABYX CTagui Npe3aknamncum
Figure. General scheme of preeclampsia’s two stages
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CucteMHas cocyauctas ancyHkums /
Systematic vascular disfunction

!

MopaxeHue BHYTPEHHMX OpraHoB /
Internal organs impairment

!

MatepuHckui cuiapom /
Maternal syndrome




0B30PHI

BO3HWKAlOT OTHOCUTENIbHO PaHO BO BpeMsi BepeMeHHOCTH.
B Hactoswwee BpeMs Haubonee MpuU3HaHHOM Teopuen Mo-
ABNeHUa 3Ton opMbl M3 cuntaetcs MoanduUUMpoBaHHan
MOZ€Jb, M3HaYasnbHo paspabotaHHas C.W.G. Redman [40].

B ocHoBe [13 atoro Tvna nexuT AByxaTanHbld npoLecc
HapYLLUEHWA MaTOYHO-NaLeHTapHoW nepdy3mm [26, 42, 47].
lNepBas ¢a3a 3aboneBaHus, 00bIYHO pa3BMBAOLLAACS
B 1-M TpuMecTpe BepeMeHHOCTH, COBNALAET C MHBA3Wel BHe-
BOPCMHYaTbIX KIETOK Tpodobniacta B CTEHKM AeumnayanbHbIX
cocypos. lpegnonaraetcs, yto ata cragus [13 HaunHaeTcs
Aaxe paHee 8- Hefenu, Bo BpeMs (HOpMUPOBaHNA MaTou-
HO-MJTaLeHTapHOr0 KPOBOODpaLLieHMs, KOTOpOe 3aBepLUaeTcs
K 12-u HepensM, 4To No3BosIsSeT 0003HAUUTL pa3BUTUE paH-
Hen dopmbl 113 B nepuog o1 12 po 20 Hepn. rectaumm.

[lna ycnewHoro ucxona bepeMeHHOCTU HeobXoanM [Lo-
CTaTOYHbII MPUTOK KPOBM K NAaLeHTe, a peLualoLiee 3Have-
HWe Ans ee HOPManbHOro GyHKLUMOHUPOBAHKA UMEET Halnume
MOJIHOLLEHHOM pa3BeTBNeHHOW cocyaucToid cetn [11, 21, 31].
OCHOBHbIMM KpPOBEHOCHBIMM COCYLaMM, CHabKaloLLMMK Kpo-
Bbl0 MaTKy, ABNIALOTCA MaTo4Hble apTepum. OT HuX bepyT Ha-
yano JyroobpasHble apTepuu, OKpYXaloLMe MaTKy WU npo-
X04sLmMe MefuanbHo Yepe3 mMuomeTpuid. OT ayroobpasHbix
apTepuit OTXOOAT pafuvanbHble apTepuu, NpOHMKAloLLMe
B MbILLIEYHbIE BOJIOKHA MMOMETPUS 1 0bpasyloLume cnvpanb-
Hble apTepumn B 6a3anbHOM cnoe U GYHKLUMOHANBHOM 3HAO-
METPUM PAOM C COeAMHEHWEM 3HLOMETPUA — MUOMETPUIA.
[lns ycnewuHon UMNAaHTaLMm N0AHOMO AlLa, @ B AaNbHeN-
WeM Ans HOpManbHOTO (YHKLUMOHUPOBAHWA MNaLeHTbl He-
obxoguma TpaHcdopMaumsa 3Tux cocygos. [pn HopMarbHoi
DepeMeHHOCTY TNMafKOMBILIEYHbIE KNETKU CTEHOK Chupab-
HbIX apTepui 3aMeLLaloTcsa KneTkamu Tpodobnacta ambpu-
OHasIbHOr0 NPOMUCXOXAEHNA. B pesynbTate ycneluHoi uHBa-
311 AMaMeTp NpocBeTa CMMpasbHbIX apTepuii 3HAYUTENBHO
YBENIMYMBAETCSH, M OHU U3 BbICOKOPE3UCTEHTHBIX COCY[0B
C Y3KMM NpOCBETOM MpeBpaLlaloTcs B LUMPOKUE COCYAb
C HU3KOM COMPOTMBIISAEMOCTDLH, TEPSAS MPY 3TOM aBTOHOMHYHO
WHHepBaLMIio, — NpOLLecC Ha3blBaeTCs PeMOLENMPOBaHNEM
cnupanbHbIX apTepuit. 3ta dusmnonornyeckas TpaHchopMa-
LMA MaTOYHO-MJIALEHTapHbIX CMUPaNbHBIX apTepuin UMeeT
peLLaloLiee 3HaYeHWe ANA YCMELHON UMMAAHTaLMK U Hop-
ManbHOW nepdy3vn NnaLeHTbl ANS MUTAHWA PacTyLLero
nnoga.

B cnyyae rectaumoHHbIX OCnOXHeHui, Bkoyas [13,
3TOT FEHETUYECKU U UMMYHOJIOTUYECKN PeryampyeMblid npo-
Lecc Hapylaetcs. HenonHas JecTpyKuus CTEHOK apTepui
He No3BONSET KNeTKaM TpodobnacTa rnyboKo MPOHUKHYTL
B HUX. Takum o0bpa3oM, HayanbHasa ¢asa 13 paHHero Tuna
(1- cTapus), HasblBaeMas NNaLEHTapHON CTaauel, HauuHa-
eTcs ¢ AedeKTHol (NoBepxHOCTHOM) MHBa3UKM TpodobnacTa.
370 NPMBOAMT K HEMOHOMY PeMOJENMPOBaHUI0 CIMPaNbHbIX
apTepwii C NOCNeayoLLMM CHUXEHUEM COCYAMCTON EMKOCTH,
MOBBbILIEHHBIM COMPOTMBJIEHWEM MaTOYHO-M/IALEHTapHOro
KpoBooOpallleHns, HapyLeHWeM MaTO4YHO-NaLeHTapHOM
nepdysuu, aHoManbHbIM KpOBOCHabXeHWeM Nioja W pas-
BUTUEM WULLIEMUU.
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lNopaeHHas u aHOManbHO QYHKLMOHMPYIOLLas nnaLeHTa
BbICBODOKAAeT B KPOBOTOK MaTepy MHOXECTBO COeAVHEHNUH,
B TOM 4MCIie U3ObITOYHOE KONIMYECTBO aHTUAHTMOTeHHBIX (aK-
TOpOB, B pe3ynibTaTe Yero BO3HMKAIOT BOCMANMTENbHbIE peaK-
um [30]. XoTs cucteMHoe BocmasieHue SBSETCS TUMWYHBIM
(heHoMeHOM HopMasbHOW BepeMeHHOCTH, Npu pa3suTim 113
BOCMAaNMTENbHBIE NMPOLLECCHI YCUAMBAKTCA. ITO CBUAETENb-
cTByeT 0 nepexoge 13 Ha 2-t0 cTaguto, KoTopas NpeacTaB-
nset cobon peakumio opraHu3Ma MaTepu Ha AUCOYHKLMIO
nnaueHTbl U aucbanaHc Mexay YPOBHAMU LIMPKYIUPYHOLLMX
MPOAHIOreHHbIX M aHTMAHMMOreHHbIX GaKTopoB B BuAe bo-
nee 3HaYMMBbIX NPOSBNEHUI KIIMHUYECKUX NpU3HaKoB M3 —
0OLUMPHOI MaTepUHCKOW 3HAOTENWANbHON AUCHYHKLMM,
CMCTEMHOr0 BOCMaJeHWsi COCYA0B, NPOTEUHYPUM, apTepu-
anbHOM rMNepTEH3MMU, NMOPAXKEHUEM MATEPUHCKUX OPraHoB,
TaKMX KaK MOYKM, FONIOBHOWM MO3T M MeyeHb, LaNbHEeNLLero
HapyLLEeHUst MaTOYHO-MJTaLEHTapHOK Nepdysuu, YTo Tpebyet
NpeXaeBpeMeHHOr0 POAopa3peLLEeHHS.

lpeaknaMncusa ¢ No3aHUM HayasioM

Passutue M3 2-ro tTuna (nosgHei 3, passuBatoLeiics
nocne 34-i Hepenu bepeMeHHOCTM) 00bIYHO HE CONPOBOXKAA-
eTCs aHOMasbHOM MnaleHTaumei. B cBa3m ¢ 3TuM, HecMoTps
Ha Ge3ycn0BHO BaXHYK POSib MALEHTHI, MOABASETCA BCe
Donblue A0Ka3aTeNbCTB TOMO, YTO B CNy4ae BO3HMKHOBEHMS
3T0M opMbl 3ab0N1EBaHNA JOMUHUPYET MaTePUHCKas 3TUO-
norus. 370 npuBeno K paspaboTKe KoHLenuwuW, mpeanona-
raroLLei, YTo 0CHOBHOM mpuumnHoi M3 ¢ no3gHMM aebioTom
ABNSETCS YXKEe UMeloLancs Ao bepeMeHHOCTU AUCPYHKUMSA
CCC v reHeTyecKas NpefpacrofoXeHHOCTb MaTepu K u-
NepTeH3NBHLIM 3300/1EBaHUAM UMM HapyLleHWto obMeHa
BewwecTB [26, 42, 53, 57]. HanpuMep, HapyLieHue 3HA0Te-
JIMI-3aBUCMMON Ba30penaKcaumm B KOMBMHaLMW C HE3HaW-
TeNbHbIM MOBbILLIEHXEM MYNLCOBOTO [aBAEHUS U apTepuasb-
HOW runepTeH3ueii y nauueHToK ¢ 13 yacTo HabnopaeTcs
eLLe [0 Hayara recTauMoHHON TMNEePTEH3UU W MPOTEMHYPUN.

B 3toin Mogenu MMeHHo reMoiMHaMmM4Yeckue 0cobeHHo-
ctv CCC MaTepy vrpaloT peLLatoLLyto posib B NPOBOLMPOBaHUM
CUCTEMHbIX NaTOGM3MONIOMMHECKUX U3MEHEHWUA W BIIUSIOT Ha
(GYHKUMIO MNALEHTbI, NPY 3TOM MJIALEHTa TOSIbKO YMepEeHHO
AMCOYHKUMOHANBHA, @ COOTHOLLEHWUE MPOAHTUOTEHHBIX U aH-
TMaAHIMOreHHbIX (aKTOPOB MOXKET ObITb fae HOPMalbHbIM
NN N3MEHATLCA He3HaunTeNbHO. Bo BpeMs HopManbHol be-
pemeHHocTH npoucxopuT agantauus CCC MaTepu K HOBbIM
notpebHocTaM bepeMeHHocTH. OaHako npu passuTtum 113 3Ta
ajjanTaums HapyLiaeTcs, XoTa crneuuduyeckue M3MeHeHus
BCe elle He BblsicHeHbl. B pe3ynbrate Bo3MoxHoctn CCC
MaTepy He COOTBETCTBYIOT noTpebHocTAM deTonnaveHTap-
HOW CUCTEMbI U ONTUMANbHBIM YCNOBUAM Pa3BUTMA MNIOAA.
B pesynbTate HeloCTaTOHHOI0 KPOBOCHABKEHMS MPOMCXOANT
«CL,aBJIEHNE» MTALEHTI, TEPMUHAMbHBIE BOPCHHBI CUMAKOT-
€S, 3aTPyAHAA MeXBOPCUHYaTYl0 nepdy3uio, YTO NPUBOAUT
K CHVXEHWIO MnaLeHTapHoi nepdysun, runoKcumn U cTpec-
CY CMHUMTMOTPOGOBNACTOB TaK e, Kak W npu 13 ¢ paHHUM
HavanoM [26, 40, 42, 47, 53]. 3ta dopMa nnaleHTapHOM
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MChYHKUMM B KOMBMHALMM C HapacTaloLLei HeCnocoBHOCTbI0
YOO0BNETBOPUTL NOTPEBHOCTH cHabKeHus mnofa pasBuBaeTcs
11 NpY MaKpPOCOMMU, MHOTOMIIOAHOM W NepEHOLLIEHHO bepeMeH-
HOCTW. AHOManbHO (YHKUMOHMPYIOLLAS MaLeHTa BbICBOBOX-
[aeT B KPOBOTOK MaTepyu (aKTopbl, Bbi3blBaloLme 0bLIMpHOE
MOBPEXAEHWUE 3HAOTENNA COCYAO0B HEKOTOPLIX OPraHoB, BKIIH-
yas oYKy, FoI0BHOM MO3r U NeveHb. TakuM 0bpas3oM, «CAaBne-
HWe» NNTaLEeHTbI MPY JOHOLLEHHOM bepeMeHHOCTM Npeanonara-
€T, YTO Ny1aLeHTapHas ancyHKLKS, 0bbIYHO paccMaTpuBaeMas
Kak paHHWin npouecc (1- ctagus npu paHHen dopme [13),
MOXKET BO3HUKHYTb [layke Ha NocnefHMx Mecsiax bepeMeHHo-
CTV BCEACTBME aKTUBALMM ApYrX MeXaHWU3MoB [26].

[MATOMOP®0J10r'M4YECKUE
U3MEHEHUA B TKAHAX NJIALEEHTDI

MnaueHTa — YHMKaNbHBIA 0praH penpomyKLuum, obecne-
UMBaIOLLMIA B3aMMOJEICTBME MEXAY MaTepblo M pa3BuBalo-
wumesa nnogom [10, 11]. MHorouncneHHble uUccnenoBaHUs
[0Ka3a/n BaXKHelLWyo posb NnaueHTbl B pa3sutum 13, npu
3TOM ee NaToMopdoNor1iecKme XxapaKTepucTUKM NPy paHHel
1 no3aHei GopMax 3Toro 3ab0sieBaHWs 3HAYUTESbHO Pasin-
yarotcs [28, 37, 46]. B HacTosLLee BpeMsi NPUHATA KOHLENUMS
Manbnepdby3um NnaleHTbl C ULIEMWEN TKaHel, HeaocTaToy-
Hoi nepdy3nen cocyfoB MaTepy UM NnaLeHTapHON Hefo-
CTaTO4YHOCTbI0. MaTepuHcKas cocyauctas Manbnepdysus
pasfensetcs Ha 2 Tuna B COOTBETCTBUW C BbISIBJIEHHBIMU
TUCTONOrMYECKUMU M3MEHEHMAMM: YacTUYHBIMU (4acTUYHOe
npepbiBaHMe nepdy3nn Yepes NiaLeHTy, HanpuMep MecTHble
MH(APKTbI) U NONHBIMK (NMOSTHOE NpeKpaLLLeHne NPUTOKa Kpo-
BM K y4aCTKy/CerMeHTy NnaLeHTbl B BUAE AWCTaNbHOM rumno-
MnasunM BOPCUHOK U/MKU YCKOPEHHOE CO3PEeBaHMe BOPCUH),
X0TS 0BbIYHO 3TV TUMbI COCYLLECTBYHOT.

B cnyyae yactuuHoit ManbnepdysumM MUKpOCKONMYeCKMe
UCCNeA0BaHNA BbISBAAIOT JIOKaJM30BaHHOE W YCKOPEHHOe
CO3peBaHMe BOPCUH Ha OJHMX Y4acTKax NnaueHTbl U Hedo-
pasBUTHE BOPCWH B APYrux 061acTaX, 00bIMHO BHYTPY 3TOr0
opraHa, 4YepefoBaHMe cnabopa3BUTbIX PErMOHOB C MeHb-
LUMM YMCNIOM BOPCMH U 0bnacTel C MOBLILUEHHBIM CKOMe-
HWEM BOPCUH, YBENIMYEHHBIE CUHLMTWAMBHBLIE Y3Mbl, Nepu-
BW/IJI03HOE HaKomyieHe GUBPMHA M arroTUHALMA BOPCUH.
Mpu 3TOM TUNE Manbnepdy3um Hanuume bonee MeKUX 1 Me-
Hee pasBUTLIX BOPCUH WM KOPOTKUX CBEPX3PeNiblX BOPCUH
M0 CPABHEHWIO C TaKOBLIMM B HOPMAJIbHOM NaLeHTe TaKoro
)Ke TeCTalMOHHOr0 BO3pacTa YKa3blBaeT Ha OrpaHuUyeHue
KpOBOTOKA M13-3a HealeKBaTHOro peMo/e/IMpoBaHns MaTou-
HbIX apTepUii M feLmayanbHyto apTepuonaTuio, NPUBOASLLYIO
K HepaBHOMepHOMY KpoBocHabxeHuto [12, 16, 37, 46].

Mpu nonHoi Manbnepgysun MUKPOCKOMUYECKUN aHa-
N3 BbISBASAET 06LLIMPHbIE BOPCUHYATLIE MHGBAPKTBI C YETKO
0YepYEeHHBLIMK KpasiMK, 0BLIYHO pacnonoXKeHHble B 6a3anb-
HOW MNaCTMHKE MaleHTbl, @ TaKKe 04YarM HeKposa M3-3a
MOSIHOW YTpaTbl KPOBOTOKA. B 3aBMCMMOCTM OT AaBHOCTM
nHdapkTa B Tpodobnactax HabnogaeTca noteps SLepHON
basohunmm, ConpoBOXKAAIOLLAACA Pa3pyLUEHUEM MPOCBETOB
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COCYA0B MN10Aa, CTPOMabHbIA Gpubpo3, nonHoe paspyLueHue
¥ vHBONIOLMA TpodobnacTa B cocyAax nioaa, YTo B COBOKYM-
HOCTM MPMBOAMT K KOJINANCy MeXBOPCMHYATOr0 MpOCTPaH-
CTBa U HanMumto GUBbpMHA BOKPYr BOPCUHOK [12, 37, 391.

NPE3K/TIAMNCHUA N ®UBPO3

TeueHne pa3nMuHbIX rMNepTeH3uBHbIX 3aboneBaHui Ya-
CTO cornpoBoXfaeTcs passuTheM ¢mbpo3a B KPOBEHOCHbIX
cocynax u cepgue [5, 19]. B cBsisu ¢ 3tum passutue 13
W CepAEeYHO-COCYANUCTBIX OCITOMHEHWIA Y HEHLLWH, nepeHec-
wux 310 3aboneBaHue, B JanbHENLIEM CBA3LIBAKOT TaKKe
C aHOMarbHOW MHTEHCMGUKaumMen npodmbpoTyeckux npo-
LLeccoB B TKaHsx [34, 41].

®nbpo3 — natonoruyeckmii NpoLecc, 06bI4HO BO3HUKAET
B OTBET Ha MOBPEXAEHUE UMW BOCMANEHWEe U NpeLcTaBnseT
coboi pesynbTaT M3ObITOYHOrO CUHTE3a KOMMOHEHTOB BHE-
KNEeTOYHOro MaTpuKca B COeAMHUTENIbHOW TKanu [19, 29].
Ecnv B 3p0poBbIX TKaHsx ¢ubpobrnactaM npuHapnexuT
BedyLlas pofib B MOAJEpPXaHUM BHEKIIETOYHOr0 MaTpuKca
W 3aXMWBNEHUM paH, B MaTONOTMYECKUX CUTYaLMAX UX He-
KOHTpOMpyeMas nponudepauus npueoamt K ¢pubposy. 3tot
MpOLLeCC XapaKTepeH AN MHOXECTBa 3ab0NeBaHUiA: CUCTEM-
HOrO0 CK/1epo3a, MAMONATUYECKOro Jlero4Horo ¢pubposa, Lump-
po3a neyeHu, Gpubpo3a NoYeK 1 cepaeyHoON HeA0CTaTOHHOCTH
[19, 27, 32]. HabntofeHWe BOIOKOH KonareHa B CTPOME BOp-
CUH XOpMOHa YXKe Ha 2-M MecsLle bepeMeHHOCTM M03BOAMIO
NPeANONOXUTb, YTO OLHOW U3 NpUYMH 13 MoXKeT ObiTb Pu-
Opo3Hoe nepepoxaeHune TKaHei [15, 43]. B cBasu ¢ TeM, uto
BOPCMHYATas CTPOMa XOpMOHa MepBOHaYabHO MPOMUCXOLUT
13 BHe3IMOPUOHaNbHOW ME30JEpMbl U COCTOUT U3 ME3EHXU-
MarbHbIX KNETOK, KNeTOK peTukynyMa u gubpobnactos [10],
(Gunbpo3 ABnseTCcA 0fHUM W3 Hambonee TUMKUYHBIX U3MEHe-
HWW B nnaueHTe npu M3 [14, 35]. [ancHeliwwe uccnenosa-
HWA NOATBEPAUIIM KIIMHUYECKYHO 3HaUMMOCTb ¢nbposa B CCC
1 nnauenTe npu 3. Y KeHwwmH, nepeHecwumx 13, nosbiwa-
eTCA PUCK Pa3BUTUS TUMEPTOHMM, ULLEMUYECKON bonesHu
CepALa ¥ MHCYNbTOB B AanbHenwuen xu3nm [18, 23, 51], no-
3TOMy Npeanonaraetcs, 4to Bo BpeMs 13 npoucxoasT Heob-
patuMble U3MeHeHus B TKaHsax CCC, Hanpumep aHoManbHoe
peMofien1poBaHm1e COCY10B MUOKapAa, YTO NPUBOAMT K OT-
NoXeHuo Gubpo3Hoii TKaHM 1 notepe dyHKumI [20, 36].

Mo3gHee 6bin0 MokasaHo, yTo MofobHO TOMy, KaK 3To
npoucxogut B TKaHsx CCC npu Apyrux runepTeH3MBHbIX
3aboneBaHusAX, NaToNOrMYeCKMe MeXaHU3Mbl pasBUTUSA CO-
cyamncton auchyHkummn npu M3 aBnalTCa CneacTBUEM U3-
MEHEHUSA NnaLeHTapHO NPOAYKLMM Ba30aKTUBHbIX BELLECTB,
B YaCTHOCTW 3HLOTEHHbIX KapLUOTOHUYECKUX CTEPOMA0B —
(haKTopoB, MOJOBHLIX AKTUBHLIM BELLECTBAM HaMepCTsH-
KM N QYHKUMOHMPYIOLLMX KaK PerynsTopbl 9KCKpeLun Ha-
Tpus nyteM uHrnbuposanus Na/K-AT®asbl [1, 7, 45]. OpuH
U3 TaKMX CTepoupoB — OydaameHonmpa MapuHobydareHuH
(MBI — cnocobeH cTMMyNMpPoBaTb CUHTE3 KOMlareHa U MH-
AyumnpoBaTb ¢mbpo3 B TKaHax CCC 1 noukax B HaHOMonAp-
HbIX KOHLeHTpaumax [4, 25].




0B30PHI

Passutue M3 conpoBoxAaeTcs CyLeCTBEHHbIM MOBbI-
weHneM ypoBHen MBI B uupKynsauuu, B LeNoM B 2 pasa
npeBblllas MoKasaTenu, M3MepsieMble B KPOBW JKEHLUMH
C HOPMOTEH3MBHOW 6GepeMeHHocTbl. Ecnm KoHUeHTpa-
umns MBI B nnasMe KpoBW 3[0pOBbIX JKEHLUMH COCTaBNSET
0,6—0,8 HMonb/n, y maumeHToK ¢ nerkon dopmoii N3 u He-
bonbLumm yBennueHuem Al conepxanme MBI yBennumBaeTcs
B cpesHeM Ao 1,6 HMonb/n, a npu Tsxxenon M13 (c nosbiwwe-
HueM cuctonmyeckoro AJl 6onee 160 MM pT. CT.) ypoBeHb
MBI B nnasme pocturaet 2,6 HMonb/n [6]. «MaTodmamono-
TMYeCKU 3HauMMble» KoHUeHTpaumm MBI, HabniopaeMble
y naumenTok c M3 (1-3 HMonb/n), Ha 25 % uHrMbupoBsanu
Na/K-AT®asy B cocyaucToii capKoneMme B 3KCTEpUMEHTaX
in vitro ¥ MHAYLMpPOBaNM COKpaTUTENbHBIA OTBET B U30JIUPO-
BaHHbIX KOJibLiax OpbieeyHbIX apTepuii yenoseka [6]. Moato-
My Obln0 BbICKa3aHo npeanonoxexue, 4to MBI™ MoxeT BbiTb
He TONIbKO MapKepoM, HO U aKTOpOM, HanpsAMYi0 BOBIEYEH-
HbIM B natoreHes [13, a passuTue ¢pnbpo3a TKaHeN BKIO-
YaeT CUrHanbHble MyTH 3TOM0 KapAMOTOHMYECKOro CTepouza.
KpoMe Toro, UIMMyHOrMCTONOMMYECKUIA aHaU3 MOKa3al, uTo
B NnaveHTax, NonyyeHHbIX OT NauueHToK c 13, npoucxoaut
yBenuyeHue copepxkanua MBI B BopcuHax xopuoHa U u3bbl-
TOYHbIA CUHTE3 KONnareHa B MiaueHTax U yMobunukanbHbIx
aptepusx [3].

3AKJTIOYEHUE

TakuM obpasoM, B HacTosiee BpeMms 13 ¢ paHHMM
M NO3LHMM HayanoM pacCcMaTpUBAKOTCA KaK pasHble na-
Todum3MoNornyeckne npouecchl, NPUBOAALIME K 0bLiel
KNMHWYecKon KapTuHe. 06a tuna M3 umetoT oblyme ane-
MEHTbI, BbI3bIBalOLLME CXO0XWE MaTEpPUHCKUE peaKuuw,
0MnocpeaoBaHHble CTPeCcCOM CuHUMTUOTpodobnacTos.
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M3 ¢ paHHuM nposeneHneM (1o 34-n Hepenu bepeMeHHo-
CTM), NPU3HaHa cefcTBMeM AedeKTa NialeHTauuu, B T0
BpeMsa Kak natonorms CCC Matepu cuuTaetcs rniaBHOM
MPUYMHOIA BO3HWUKHOBEHMS MO3[HEr0 Hadyana 3aboneBaHus
(nocne 34-1 Hepenm).

A0NOSTHATESIbHAS! UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbI BHEC/M CYLLECTBEHHbIA BKIaf,
B pa3paboTKy KOHLenuuu, npoBefeHWe UCCNefjoBaHUs W MOA-
TOTOBKY CTaTbu, MPOYNM U OA00pUNM GuHasbHYl0 Bepcuio nepep,
nybanKaumeit.

KoHdnukT uHTepecoB. ABTopbl AeKNapupylT OTCYTCTBUE
ABHBIX UM MOTEHLMANbHBIX KOHOMKTOB WHTEPECOB, CBSA3aHHbIX
¢ nybnnKaLmeli HacTosLLe CTaTby.

UcToyHmnKk pmHaHcupoBaHus. PaboTa dpuHaHcpoBanach 3a cyeT
cpencTB btoaxeTa rocyaapcteeHHoro 3anaHus Ne 075-00264-24-00
WHCTUTYTa 3BOMIOLIMOHHOI uranonorv u buoxummum um. U.M. Ce-
yeHoBa PAH.
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MakpoaMMnaseMua _— pEAKMﬁ BapuaHT
runepaMuiiaseMmu y AeTeﬁ
C.H. [lpo3posa, E.A. KopHuenko, E.J1. Moucenkosa

CaHKT-leTepbyprcKuii rocyAapCTBEHHbINA NeAUaTPUYECKUN MeAULIMHCKIIA YHUBepcuTeT, CaHKT-eTepbypr, Poccus

AHHOTALNA

Makpoamunasemmus — pefiKoe 3aboneBaHue, xapaKTepusytoLeecs 06pa3oBaHUEM KOMMIEKCA aMUMa3a-rnobynuH, KoTopbIi
C/MLIKOM BEJMK 181 TOTO, YTOObI IErKo BbIBOAUTLCSA MOYKAMM, U NPUBOAMT K MOBLILLEHWI0 YPOBHA aMunasbl B CbIBOPOTKE.
370 pobpokayecTBeHHoe cocTosHWe 6e3 cepbe3HbIX MPU3HAKOB M CUMMTOMOB, KoTopoe He TpebyeT neyeHus. [peacTtasneH
C/yyaii pauTenbHol beccuMnToMHo rnepamunasemum y pebenka 10 net. MocTynun B 0TAeNEHUe racTPO3IHTEPONOTWM C Ka-
nobamu Ha bonm B xuBoTe. C 8 neT HeobbACHUMbIE NOBLILLEHWS YPOBHA aMunia3bl B CbIBOPOTKe KpoBu Ao 235 Ea/n v nak-
KpeaTunyecKoii ammnassl 1o 63,5 En/n, 6e3 KIMHMYeckux NposiBNEHMIA NaHKpeaTuTa, NPY HOPManbHOM YPOBHE aMUIa3bl MOYH,
KOMpOMormyecKon anactassl. [poBeeHo 0bcnefoBaHue, B XOe KOTOPOro UCKIOYEHa NaToorus NOKENYA04HO enesbl.
CooTHOLLEHME KIMPEHCOB aMmiasbl M KpeaTuHuHa cocTaBuio 0,754 %. [laHHoe COOTHOLUEHWe OKasanoch MeHee 1 %,
yTo C bonbluen Joneii BePOATHOCTM MOXET yKasbiBaTb Ha MaKkpoamusanemuio. Mocne foobcnefoBaHus AuUarHOCTUpPOBaHa
Makpoamunasemus 1-ro Tuna, Kotopas bbina MPUUMHON rMNepamMunasemMun, — He OMacHas Aas XU3HW BroxuMuyeckas
aHoManus, MpeanonarawLlas AeTanbHoe 06cnefoBaHue, WMPOKYD AuddepeHUManbHylo AMarHOCTUKY, HO He Tpebyrowlas
neyeHus. TeM He MeHee MaKpoaMunaseMus NpeLcTaBnisieT coboi CNOXHYK AMarHOCTUYECKYHo 3afiady M3-3a HeobxoauMo-
cT1 auddepeHLmMpoBaTh ee 0T APYrUX MPUYMH rUNepaMuiaseMum, YTo0bl M30eXaTb HEHYXHbIX UCCNIEA0BaHUIA U NIeYeHus.
[Mnepamunasemus SBNSETCA OJHWUM U3 OCHOBHBIX LMArHOCTUMECKUX KpPUTEPUEB NaHKpeaTwTa, Tpebytowiero obbeMHoro fo-
NoJHUTENbHOrO 06C/e0BaHNA W fieYeHUs, HEpPeKO B YCNOBMAX CTauMoHapa. BaxHo, 4ToDbl Bpauu Ha HayanbHOM 3Tane
MOI/IX pacro3HaBaTb M AWMarHOCTUPOBaTh MaKpoaMMUIa3eMU BO U30eXaHWe HEHYMHbIX AUarHOCTUYECKUX U feyebHbIX Me-
ponpusATUiA. B cBA3M C 3TMM Mbl HafieeMcs, YT0 NpUBELEHHbIN KITMHUYECKUA npuMep byaeT MHTepeceH 1 noneseH A48 Bpayei
Pa3NNYHbIX CNeLManbHOCTEN.

KnioueBble cyioBa: amMnnasa; NaHKpeaTn4yeCcKaa aMuia3a; runepaMmunaseMna; MakpoamuiaseMus; naHKpeaTuT.

Kak uutnposatb
[po3pnoBa C.H., KopHueHko E.A.,, Mouceiikosa E.J1. Makpoamunaszemus — peakuil BapuaHT runepamunasemun y aeteit // Nepmatp. 2024. T.15. N? 4.
C. 85-91. DOI: https://doi.org/10.17816/PED15485-91

Pykonucb nonyyena: 05.06.2024 Pykonucb ogobpena: 22.07.2024 Ony6nukoBaHa online: 30.08.2024
V-2
OKO®BEKTOP Bee Npasa 3awuieHs!

© 3ko-BexTop, 2024


https://eco-vector.com/for_authors.php#07
https://eco-vector.com/for_authors.php#07
https://doi.org/10.17816/PED15485-91
https://doi.org/10.17816/PED15485-91

86

CLINICAL OBSERVATION Vol. 15(4) 2024 Pediatrician (St. Petersburg)

DOI: https://doi.org/10.17816/PED15485-91

Macroamylasemia — a rare variant
of hyperamylasemia in pediatric practice
Svetlana N. Drozdova, Elena A. Kornienko, Ekaterina L. Moiseikova

Saint Petershurg State Pediatric Medical University, Saint Petersburg, Russia

ABSTRACT

Macroamylasemia is a rare disorder characterized by the formation of an amylase-globulin complex that is too large to be eas-
ily cleared by the kidneys, resulting in elevated serum amylase levels. It is a benign condition with no serious signs or symp-
toms and requires no treatment. This article presents a case of long-term asymptomatic hyperamylasemia in a 10-year-old
child. The child was admitted to the gastroenterology department with complaints of abdominal pain. Since the age of 8, there
have been unexplained increases in serum amylase to 235 U/L and pancreatic amylase to 63.5 U/L, without clinical manifesta-
tions of pancreatitis, with normal levels of urine amylase and coprological elastase. An examination was performed, during
which pancreatic pathology was excluded. The ratio of amylase and creatinine clearances was 0.754%. This ratio turned out to
be less than 1%, which is more likely to indicate macroamysalemia. After further examination, type 1 macroamylasemia was
diagnosed, which was the cause of hyperamylasemia — a non-life-threatening biochemical anomaly that requires a detailed
examination, broad differential diagnostics, but does not require treatment. However, macroamylasemia is a diagnostic chal-
lenge because it must be differentiated from other causes of hyperamylasemia to avoid unnecessary testing and treatment.
Hyperamylasemia is one of the main diagnostic criteria for pancreatitis, requiring extensive additional testing and treatment,
often in a hospital setting. Therefore, it is important that physicians can recognize and diagnose macroamylasemia at an early
stage to avoid unnecessary diagnostic and therapeutic measures. In this regard, we hope that the clinical example we have
provided will be interesting and useful for physicians of various specialties.

Keywords: amylase; pancreatic amylase; hyperamylasemia; macroamylasemia; pancreatitis.
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BBEJEHUE

AMunasa — 3T0 aMWUNONUTUYECKUIA NULLEBAPUTENBHBIN
(epMeHT, 0CHOBHasi QYHKLMA KOTOpPOr0 — pacLuenieHune
KpaxMana Ha boniee Menkvie nonucaxapuabl ¢ 06pa3oBaHu-
€M MOHOcaxapuaoB. AMWnasa nocTynaeTr B KpoBb INaBHbIM
00pasoM M3 NOKENy[0YHON Xenesbl U CIHOHHBIX XKenes;
0[JHaKO HebOJbLLIOE KONMYECTBO BbIAENSETCA U3 APYrUX Op-
raHoB: MOYEK, MEYEHM, MbILIL, U MaTouHbIX TPYD. DepMeHT
“MeeT 2 ocHOBHble dopMbl: amunasy P-Tuna, cekpetupye-
Myl0 MOJXKEeNyLoYHOM Kene3on, U amunasy S-tuna, cekpe-
TUPYEMYI0 CITIOHHBIMY JKene3amu. [py NoBbILLEHUN aMUNa3bl
B CbIBOPOTKE KPOBM LieNiecoobpasHo uccneioBaTb OTAENBHO
MaHKpeaTUyecKyo aMunasy, 4tobbl yoeauTbes, UTo MPUUMHOI
runepamMunas’emMnn SBNAETCA UMEHHO MOMKENyA0uHas Xe-
nesa. AMunasa BbIBOAMTCSA MOYKaMM U PETUKYNO3HA0TENM-
anbHoOM cMCTEMOW; TakuM 06pa3oM, ee MOBLILLEHWE B KPOBH
MOXKeT bbITb CBA3aHO C NOYEYHON HeLOCTaTOYHOCTbIO W 3ab0-
nesaHueM neyenn [10]. B cBA3M ¢ 3TUM 0bs3aTeNbHO Cneay-
eT UccrefoBaTh YPOBEHb KPeaTUHUHA B KPOBYW 1 MOKa3aTesun
(YHKUMM NeveHu naumeHTa.

[MnepamMunaseMuss — 370 MOBbLILLIEHUE YPOBHS aMu-
nasbl B CbIBOPOTKE KPOBM Bbile BEPXHEW TpaHuULibl HOp-
Mbl (HopManbHbld guanasoH 30-125 Ep/n). MoBbiweHue
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CbIBOPOTOYHOW aMunasbl Npexe BCEro XapakTepHo Ans
naHKpeaTuTa, oHO Habmogaetca npuMepHo B 75 % cnyyaes
naHkpeaTuta. OfHaKo OCTpbIi NaHKPeaTUT 06bIYHO NPOSBASA-
eTCs 3HauMTeNbHBIM MOBbILLIEHMEM MoKa3aTens (B 3 v bonee
pa3) B COYETAHWW C KIIMHUYECKUMU CUMMTOMaMM, TaKUMK
KaK TOLUHOTa, pBOTa, 60/1b B XKMBOTE, @ TaKIKE U3MEHEHUAMM
B MOAXENYA04HON JKene3e No LaHHbIM BU3yanu3aLmm: yib-
Tpa3ByKoBOro uccnefoBanus (Y31), koMnbloTepHoii ToMorpa-
¢ (KT) unm MarHuTHo-pe3oHaHcHoii ToMorpadum (MPT) [3].
[lns naHKpeaTMTa XapaKTepHO MOBbILLEHXE YPOBHSA aMunasbl
¥ B CbIBOPOTKE KPOBM, 1 B Moye. beccuMnToMHas runepamu-
naseMusi BO3MOXHa 1 Npu Apyrux 3abonieBaHusX, TakuX Kak
onyxonu, UH eKUUN (Npexe BCero aNMLeMUYecKUid napo-
TUT), @ TaKKe Npu ynotpebneHnn HapkoTukos [13]. MprunHbl
MOBbILLEHMS YPOBHSA aMUNa3bl U IMNasbl B CbIBOPOTKE KPOBK
MHOrOYUCNIEHHb U TpebytoT yraybieHHOro M TiLaTebHOro
0bcnefoBaHUA NaUMEHTOB NS UCKIIOYEHWS LIeNoro Chek-
Tpa 3aboneBaHui. OCHOBHblE MPUYMHBI MOBLILLEHUS YPOB-
HSl aMunasbl W NMasbl B CbIBOPOTKE KPOBW NpefCTaBeHb
B Tabnmue.

MakpoaMunasemms, KaK yxe Obino cKazaHo, — pejKoe
L0bpoKayecTBeHHoe cocTosiHMe. OHO XapaKTepu3yloeTcs no-
BbILLIEHHBIM YPOBHEM aMuiasbl B CbIBOPOTKE KPOBM, HO HOp-
ManbHbIM YPOBHEM aMuniasbl B MOYe W OTCYTCTBMEM [pYrux

Tabnuua. anI‘-WIHbI NOBbILLIEHUA YPOBHA aMinasbl U NiNasbl B CbIBOPOTKE KPOBU

Table. Causes of increased amylase and lipase levels in blood serum

Amunasa / Amylase

Jlunasa / Lipase

OcTpbiii naHKpeatuT / Acute pancreatitis

MceBaoKMUCTa NOLKENYL0UHON Xenesbl /
Pseudocyst of pancreas

XpoHuueckuit naHkpeatut / Chronic pancreatitis
Pak nomxenynouHom xenesbl / Pancreatic cancer
BunuapHas 6onesHb / Biliary disease

KuweyHas okKnio3us/cyboKkniosus /
Intestinal occlusion/subocclusion

Mwemus kuwweunuka / Intestinal ischemia
Mepdopaums kuwweyHuka / Intestinal perforation

OcTpbiii naHKkpeatuT / Acute pancreatitis

MceBAOKMUCTA NOAMKENYAOYHOI Xenesbl /
Pseudocyst of the pancreas

XpoHuueckuit naHkpeatut / Chronic pancreatitis
Pak nomxenynouHom xenesbl / Pancreatic cancer
BunuapHas 6onesHb / Biliary disease

KuweyHas okknio3us/cybokkniosus /
Intestinal occlusion/subocclusion

OcTpbiii annenguumt / Acute appendicitis
BocnanutenbHble 3aboneBaHns KULLIEYHUKA /

Inflammatory bowel disease

OcTpbiit annenguumT / Acute appendicitis
BHeMatouHasi bepeMeHHocTb / Ectopic pregnancy

MoyeyHas HelOCTaTOUHOCTb (KIMPEHC KpeaTuHuHa <50 Mn/MuH) /
Renal failure (creatinine clearance <50 ml/min)

Mapotut / Mumps
Makpoamunasemus / Macroamylasemia

Kucta simyHmka, HoBoobpasoBaHue sMIHWKa /
Ovarian cyst, ovarian neoplasm

KapumHoma nerkux / Lung carcinoma
[nabetnyeckuin ketoaumupo3 / Diabetic ketoacidosis
BUY-uHdekuums / HIV infection

Tpasma ronosbl / Head injury

MoyeuHas HepocTaTouHocThb / Renal failure
Ankoronusm / Alcoholism
HepsHas aHopekcums/bynumus / Anorexia nervosa/bulimia

3nokayecTBeHHble HoBoobpasoBaHus / Malignant neoplasms
lenatut C / Hepatitis C
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COMYTCTBYIOLLMX MPM3HAKOB M CUMMTOMOB NaToNIOrMM NOA-
XKeNyA0YHOM Xenesbl. MakpoaMunasa npeacrasniseT coboi
MaKPOMOJIEKY/ISIPHBIA KOMMEKC, COCTOALLMA M3 aMunasbl,
CBA3aHHOW C MMMYHOT006yNMHOM, Bonbloi pasMep KoTo-
poro MpensATCTBYeT MoyeyHol GuibTpaumm [2]. Pacnpoctpa-
HEHHOCTb MaKpoamunasemumn coctaenseT okono 1% cpeau
HaceneHus B LenoM u 2,5 % cpeam ntofei ¢ runepamMunase-
muen [1, 2]. Yawe Bcero oHa BCTpeyaeTcs cpeay B3pochbix
MY)KYWH, OHAKO OTAeNbHbIE Cyyan Bbinn 3aperucTpupoBsa-
Hbl y [leTel 1 HOBOPOXAEHHBIX [9].

Makpoamunasemus 0bbIYHO NpoTeKkaeT HeccMMNTOMHO,
MOBbILLEHWE aMuUNa3bl B KPOBM Yalle obHapyKuBakT cy-
yanHo npw obcnepoBaHnK. Hepeiko 310 naumeHTbl ¢ bonsamu
B XMBOTE, HO CBA3b MEX[Y HUMMW W MOBLILIEHNEM aMUNa3bl
B KPOBW 00bIYHO He nopTBepxaaetcs. HekoTopble aBTOpbI
npeanonaraioT, YTo, BO3MOXHO, 6071 B KMBOTE MOTYT BbITh
CBAi3aHbl C OT/IOXKEHMEM MOJIEKYST MaKpoaMmunashl B NoaKe-
nynoyHoi xenese [12], 04HaKO NOLTBEPKAEHWIA ITOMY MO-
Jly4eHo He Bbino. B nuTepaType ecTb AaHHbIE 0 COCYLLLECTBO-
BaHWM MaKpoaMuiaseMun C psAOM UMMYHOMATONIOMMYECKUX
3aboneBaHuii, TaKMX KaK 3BEHHbIN KonuT, bonesHb KpoHa,
remMaTosIorMyecKue 3/10Ka4ecTBEHHbIE HOBOOOpa3oBaHus, cu-
CTEMHas KpacHas BOSYaHKa M peBMaTOMAHbIA apTpuT [5, 7].
Haunbonee yacto oTMeyanach CBA3b MY MaKpoaMunase-
MUEN U LieNMaKmeid, a TakxKe UCHe3HOBEHUE MaKpoaMunase-
MWW Npu cobntoieHnn Be3rnTeHOBON AneTHI [6].

0BbIYHO MaKpoaMuna3eMus Kak MpU4MHa runepammna-
3eMWM He paccMaTpuBaeTcA Mpu MepBoHaYanbHOM audde-
peHLManbHOM [MarHo3e U3-3a ee pefKocTH, Kak B Ciyyae
Hallero naumeHTa. C y4eToM LUIMPOKOro CreKTpa NPUYKH u-
nepamuiaseMuu, Kak npasunio, NPOBOAMTCA LUIMPOKOE [0po-
rocrosiLiee NabopaTopHO-UHCTPYMEHTANBHOE UCCNeA0BaHME,
KOTOpOe He Bceraa onpasaaHo. C Hallen TOUKM 3peHus, XoTS
MaKpoaMumaseMus U SIBINETCA PelKMM COCTOSIHUEM, ee Crie-
BYET yuuTbIBaTh, KOrAa OMpefesieHbl MOBbILLEHHbIE YPOBHH
amunasbl B CbIBOPOTKE NPW HOPMarbHbIX YPOBHAX aMunasbl
B MOYe W HopMarbHoW GYHKLMM nodek. Hale HabnwopeHune
W LaHHbIe UTepaTypbl MOKa3bIBAOT, YTO PacUeT OTHOLLEHMS
K/MpeHca aMunasbl M KpeaTMHUHA — NPOCTON U 3KOHOMUYeE-
CKU 3D HEKTUBHBIN MHCTPYMEHT CKPUHWHIA, KOTOPbIN N0O3B0-
nsaeT n3bexaTb HEHYXHbIX, AOPOrOCTOSALMX U UHBA3WBHbIX
TECTOB M HEOMPaBAAHHbLIX METOL0B JIUeHNS.

[lns AMarHoCTMKV MaKpoaMmiaseMnm UCMONb3YHOT TaKKe
JUOKOCTHYI0 TOHKOCTOWHYK XpoMaTorpaduio Ans ycTaHoB-
NeHWs MaKPOKOMIN/EKCOB aMunasbl ¢ 6efkaMu KpoBw, onu-
CaHa TaKXe OLEHKa TEenoBOi YyBCTBUTENIBHOCTU aMunasbl,
MMMYHONIOrMYECKMe MeTobl (PeaKLMs C MOHOKIIOHANbHBIMY
aHTUTENaMK, UCMOSb30BaHNUe aHTUCLIBOPOTKM K MMMYHOTI0-
OyNMHaM — KOMMOHEHTaM MaKpoaMuiasHOro KOMIMeKca).
Hanbonee npocTbiMu 1 BbICTPBIMA MeTOAAMU UArHOCTUKM
MaKpoaMW/a3eMum SBNAIOTCA 3NIeKTpodopes U TecT ¢ Nonu-
atuneHrnukoneM [8]. K coxaneHuto, B AOCTYNHbIX HaM f1abo-
paTopUAX HU OIMH W3 NMEPeYNUCIEHHBIX BbilLe TECTOB HE Bbl-
nonHsetcs. o Bcei BUAMMOCTH, C aHaNorMyHoii npobnemoii
CTa/IKMBAKITCA KaK OTeYecTBeHHble [4], TaK U 3apybexHble

Vol 15 (4) 2024

D0l https://doi.org/10.17816/PED15485-91

Pediatrician (St. Petersburg)

KAMHMUMCTBI [11], N03TOMY MaKpoaMmnaseMusi Yacto KOH-
cTaTMpyeTcs TONMBKO Ha OCHOBAHMM OTCYTCTBUS KIIMHWYe-
CKMX MpOSIBNIEHUA B COYETAHWUM CO CHUMKEHWEM OTHOLLEHUS
K/IMPEHCOB aMunasbl U KpeaTuHWHA. B To e BpeMs HyXHo
MOMHUTb, YTO MaKpPOaMMIa3eMUs MHOTA MOXET COMYTCTBO-
BaTb [PYruM 3abonieBaHMAM, B TOM uYucie 3ab0NeBaHUAM
nofKenyao4Hoi xene3sbl [8]. MoatoMy noao3peHne Ha Ma-
KpoaMunaseMuio He OTMEHAET He0OX0AMMOCTb AabHENLIEro
06cneaoBaHMsa NauveHTa Ans UCKIIYEHUS NaTonorum nog-
KENyA0YHO JKenesbl M NOMCKa APYruX BO3MOXHbIX NPUYMH
MaKpoamunasemuu (Lenuakum, 6onesnu KpoHa, s3BeHHOro
KO/UTa, PeBMaToMAHOr0 apTpuTa, CUCTEMHOM KPacHoW BOJI-
YaHKM, 3aboneBaHuii nedvenu, BUY, numdombl, paka wuto-
BMIHOM }ene3bl, MOYEYHO-KIIETOYHOTO PpaKa); KpoMe Toro,
MaKpoaMMIa3eMUsi MOXET BbITb accoLMMpoBaHa C CMHAPO-
moM Hunbbepa [6, 7].

M3onmMpoBaHHas CTOMKas Makpoamunasemus He Tpeby-
eT cneuuanbHoro neyeHmns. Tepanus fomkHa bbiTb Hanpas-
neHa Ha 3aboneBaHue, KOTOpPOE €K COMpoBOXAaeTcs [2, 4,
8, 10].

MauueHTbl ¢ MaKpoaMunasemuein He BXOAAT B rpynny
pUCKa pa3BWTMS NaHKpeaTtwTa. [ocKosbKy 310 fobpoKave-
CTBEHHBIA CMHAPOM, BaXKHO 3HaTb 06 3TOM COCTOSHWM, YTO-
Obl ybeauTh NauMeHTOB He BOSIHOBATLCA M He MOABEpraTh
MX HEHYXXHbIM 00CnefoBaHMAM W rocnuTanmsaumn. OfHako
TaKkXKe BaXKHO MOMHWTb, YTO MaLMEHTOB HeobX0AMMO Ha-
bniofath B TeUeHMe Kak MUHUMYM 1 roga, Mpexae YeMm ux
runepamMmunaseM1io MoxHo byneT Ha3BaTb A0BpOKayecTBeH-
HOM, MOCKOJIbKY B HEKOTOPBIX Cly4asx paKa NoJKenyA04Hol
Xenesbl beccuMnToMHas runepdepMeHTEMUS MOXKET BbiTh
PaHHWM BhbISIBNEHHBIM N1ab0paTOpPHBLIM OTKIOHEHMEM. B 3Tux
CNy4yasx HeobxoaMMo NOBTOPHOE BU3YanbHOe 06ce0BaHme
(KT nopxenyno4Hon xenesbl), UCClef0BaHNe OHKOMapKe-
po. (CA 19-9), a npu nosiBneHuM BU3yasbHbIX U3MEHEHUA —
3HpocKonuyeckoe Y3W ¢ ToHKoMronbHoM buoncueii U3 nogo-
3pUTEJTBHOIO YYacTKa.

KNTMHUYECKUI CNYYAN

B otaeneHne ractposHTeponioruM B MAaHOBOM MOPSAKeE
noctynun Manbumk 10 net c xanobammn Ha 6071 B KMBO-
Te 2-3 pa3a B Hefento, U3bupaTenbHbIl anneTuT (co coB
MaMbl, CT 0jH00bpa3Hyto ey, B OCHOBHOM MaKapOHbl, raM-
Byprepbl, apeHy KapTOLLKY), NOBbILLEHXE aMUNa3bl KPOBY
B TEYeHWe ANUTENbHOro BpeMeHW (mocnefHWA pesynbTaT
BroxMMMYeCKOro aHanM3a KpoBM 3a 2 roga A0 NOCTYMIeHUs
B CTaLMOHap).

B xope cbopa aHamMHe3a ypanoch BbISICHUTL, uTo pebe-
HOK 0T 1-11 BepeMeHHOCTH, NpOTeKaBLLel Ha GOHe TOKCHKO-
3a, Yrpo3bl NpepbiBaHMsl, XPOHMYECKUX 3abosieBaHmin MaTepy
(TOH3WUNAMT, pUHMT, BPOHXMaNbHas acTMa), BHYTPUYTPOOHO
oTMevanacb 3agepxka pocta mnoga lll ctenenu, xpoHuye-
CKasi BHYTpUYTpobHas r1MnoKcus, nnaLeHTapHas HelocTaToy-
HocTb. Pofbl npexkaeBpeMenHble Ha 30-31-i Heaene, nyTem
KecapeBa CeyeHus.




KIWHVHECKIAN CITY YA

Mpu poxaeHun Bec 1130 r, pmHa 39 cM, OKPYKHOCTb
rosioBbl 25 CM, OKPYIKHOCTb rpyamn 22 cM; poamncs B achuk-
cuu, ¢ oueHKon no Anrap 6/6 6annos. C poxaeHus cocto-
SHWE TAXKENO0e, HaXoAWCa Ha UCKYCCTBEHHOW BEHTUNALMM
NEerkux, B AMHaMUKe peLyavBupytoLLme anHoa. B otaenennm
peaHMMaLMn U UHTEHCUBHOI Tepanuu Haxopuncs o 1 Mec.
¢ anarHo3oM: HepoHoweHHocTb 30-31-a Hepens. Kpaiivss
He3pesnocTb. lNocneacTeus nepeHeceHHow LiepebpanbHoi -
MOKCUN-ULIEMUN 2, BHYTPUXKENYA0YKOBOE KPOBOU3/USHUE
| cTeneHu B dopMe BHYTpEHHel coobLuatoLLeics ruapole-
danun, cMMNTOMaTUYEeCKON anunencum, nceBaobynbbapHbIX
HapyLUeHWiA, NMPaMUEHON HeJocTaTouHoCTU. [paBocTopoH-
HAS MONMCErMeHTapHas MHEeBMOHMSA (acnmupaumoHHasl). AHe-
MWS! HE[LOHOLLEHHBIX (MepennBaHWe 3pUTPOLMTapHOIA Macchl
25.04.2011). NMynoyHas rpbixa. [laxoBo-MOLLOHOYHASA FpbiXKa.
[lo 4 mMec. Haxopuscs Ha fiedeHnn B bosnbHULIE, fanee Habto-
pancs ambynatopHo. B 8 Mec. odhopmneHa MHBaIMAHOCT.

YuuTbiBas MHOXKECTBEHHblE CTUrMbl 4U33MBpuoreHesa,
pebeHOK HeofHOKpaTHO obcnegoBaH reHeTwkamu. Ycra-
HOBNIEH MarHo3: HaHuaM. benKoBo-3HepreTMyeckas Hefio-
ctatouHocTb -1l ctenenun. Jiunoauctpodus. MoBbILLEHHBIN
Mopor YCNOBHOM CTUrMaTU3aLuu B CTPYKTYPEe CErMeHTapHoiA
MnoTepu reTepo3UroTHOCTH (YHUNApeHTepasibHas AMCOMUSA) Mo
KOPOTKOMY 1 JJIMHHOMY Njleqy XpOMOCOMbI 3 1 N0 KOPOTKOMY
nneyy xpomocoM 9 un 16.

C poxaeHus oTMeYanuchb Moxme Macco-pocToBble Npu-
baBKu, 3agepiKKa pocTa, 3afepikKa NCUXOMOTOPHOrO pas-
BUTUSA, remaTtocnjeHamMeranus, peakTUBHblE W3MeHeHUs
MoJKeNyL0YHON Xene3bl, nevenn (be3 HapacTaHus B auHa-
MWKe), rUnepTeH3NOHHO-ruapoLedanbHbili CMHAPOM, aHe-
mus. B 5 net no Y3W BbisBneH y3en WUTOBMAHOW XKenesbl,
B 7 net bbinu ycTaHoBneHbl Y3M-npusHaky akTonumn Tumyca
B MpaBylo A0S0 LLMTOBMAHON Jenesbl. Yacto bonetowmi pe-
beHok: yacTble OPBU, 6poHXuTbI, MHEBMOHUSA, 0TUTBI. OfHaKO
3a nocnefHuin rof MaTb oTMeyaeT amwb 3 anusoga OPBU.
N3 uHdeKuMoHHbIX 3aboneBaHNin NepeHec MHAEKLIMOHHBIN
MOHOHYKJ/I1E03, BETPSHY0 ocny. Annepriyeckue peaxkumm ot-
puuaeT. Onepaumu: NnaHoBas onepawuus no yaaneHuio npa-
BOCTOPOHHEMN MaxoBOM rpbixu. TpaBM He bbino. Habnogaetcs
creuuanmcTamMu: 3HA0KPUHOMON, racTPO3IHTEPONIOr, FremMaTo-
Jlor, KapMopeBMaTosior, OpTones, 0TOPMHONapUHrosor, od-
TanbMoJIor, HeBpOJIOr.

HacnepncteeHHOCTb: poauTen — YeTBepOIOpoaHbIe CHb-
cbl. DeHOTUNMYECKY 3A0POBLI. Y MaTepy annepryeckuii pu-
HUT, BpoHXManbHas acTMa, rmnoTUpeos, y babyLukn — caxap-
Hbin guabert. Otew 300poB. Y Aena caxapHblii amabert. Beero
y Matepu bbino 4 bepeMeHHOCTH: 1-9 — [aHHbIA pebeHoK,
2-1 — 3aMepLuas, 3-9 — Malb4uK, yMmep B 2 MeC., 4-1 —
ManbyuK, HabnojaeTca 3HLOKPUHONOMOM C [MArHO30M:
«3afepIKKa NCMXOMOTOPHOIO Pa3BUTUS, BbICOKOPOCNOCTbY.

Mocne nepeHeCeHHOro MH(MEKLUMOHHOrO MOHOHYK/1e03a
B 8 net B 6MOXMMWYECKOM aHanM3e KpoBM 0TMEYaeTcs NoBbl-
LeHWe amunasbl obuien go 235 En/n (Hopma 25-125), amuna-
3bl NaHKpeaTHyeckon Ao 63,5 Ea/n (HopMa 3-31). B 9 net amu-
nasa obwas 214 En/n, aMunasa naHKkpeaTtuyeckas 45 En/n.
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Meavatp

Anbda-amunasa Moum B npeenax Hopmbl: 96 En/ne 2018 .

3nactasa-1 kana B HopMe: 640 Mkr/3FOEK. Mo aaHHbIM Y3U

MPU3HAKOB M3MEHEHNS MOLLKeNYy04HO JKenesbl paHee 06-

HapyxeHo He 6bino. KpoMe noBbileHWS amMunasbl KpoBM,

KJIMHWYECKUX CUMMTOMOB, YKa3biBalOLLMX Ha pa3BuTHe NaH-

KpeatuTa, y pebeHKa He bbino.

Mpun noctynnennn B cTaumoHap: Bec 21 Kr, poct 126 cMm.
OtcTaeT no pocty M Becy Ha 2 curMbl. MHoeKc Maccel Tena
13,23. [eduumt Beca no pocty 12 %. benkoBo-3HepreTuye-
CKas He[loCTaTouHOCTb | cTeneHn. 3agepikka pocTa u Beca.

CocTosiHMe CpefiHeN TSKECTH, CaMOYyBCTBUE YLOBMET-
BOpUTENbHOE. ACTEHMYHOrO TENIOCNOMEHMS, MOHWMKEHHOrO
nuTaHusa. Koxa (M3MONorMyeckon OKpacku, 6e3 MHoeK-
LMOHHOW cbinu. [Mepudepuyeckne numdoysnbl He yBenu-
YeHbl, be3bone3HeHHble. 3eB CMOKOWHbIA, MUHLANUHBI He
yBennyeHbl, 6e3 HanetoB. fA3blK reorpadmyeckui, yMepeH-
HO obnoxeH benbiM HaneToM. [lbixaHue Be3WKynspHoe,
XpUMOB HeT, yacToTa AbixaHus 19 B MuHyTy. ToHbl cepa-
La fICHble, PUTMMYHblE, YAcTOTa CEpPAEYHbIX COKpaLLeHWN
77 B MUHyTY. YMBOT yMepeHHO B3AayT, 6e30051e3HEHHbIN Mpu
nanbnaumn. Ctyn odopMneHHbIi. MoyeucnyckaHue cBo-
bonHoe, besbonesHeHHoe. KnuHUYeCKMUX NpU3HaKOB nopa-
JKEHUSA NOLIKENYA0YHON KeNesbl, a TaKKE CIIOHHbIX XKene3
He BbISIB/IEHO.

[laHHble n1abopaTopHbIX W MHCTPYMEHTaNbHBIX METOA0B
uccneoBaHus:

KIMHUYECKWUW aHann3 kpoBn — 6e3 natonorum;

+  BMoXMMMYeCKMI aHanu3 KpoBM: anbha-amMunasa Kposu
210 en/n, C-peaktuBHbIM Benok 0 Mr/n, anaHMHaMMHO-
Tpacdepasa, acnapTaTaMMHOTpaHcdepasa, LieNoyHas
tdocdarasa, bunupybuH, rnioKo3a, XonecTepuH, 0bLWiA
benok — B nNpefenax HopMbl;

+ anbda-amunasa Mouu 122 En/n;

* Komponoruyeckas anactasa >500 MKr/r;

*  YpoBeHb TUPeOTPOMHOro ropMoHa, T3, T4 B npefenax
HOpPMB;

+  MMMyHornobynuHbl nogknacca lgG4 0,05 r/n (Hopma);

« Y3 opraHoB bproLUHO MONIOCTH: pa3Mepbl U CTPYKTYpa
MOAXKEeNyA0YHON Jene3bl B HOPME, NPU3HAKOB NaTosorum
MEYEHMN U KENYHBIX MyTen He 0BHApYEHO;

« MPT, MarHuTHoO-pe30HaHCHas XonaHrMonaHKpeaTorpa-
(us: maTonoruy KenyeBbIBOAALLMX MyTel U NOAXeny-
[,0YHOM Xene3bl He BbISBJIEHO.

YuuTbiBas HanMuMe 3afepXKM pocTa y MauueHTa C He-
BEpPUOULMPOBAHHBIM TEHETUYECKUM CUHAPOMOM, Hanu-
UnMe HEO[LHOKPATHOTO0 HE3HauMTEeNbHOr0 MOBbILIEHUS Map-
KepoB uenuakuv [B 2019 r. aHtuTena K ravaguHy IgA 35
(Hopma pmo 12), 1gG 38 (mo 12), aHTMTENa K AuaMuaumpo-
BaHHbIM nenTuaam IgA 13,887 (o 10), 1gG 15,359 (mo 10)],
npoBefeHo reHeTUyeckoe obcefioBaHWe ANS UCKITIOYEHUS
LiefIMaKuK, B pesynbTaTe KOTOPOro ranioTvn pucka Lienimakum
HLA-DQ2/DQ8 He BbisiBNEH.

MpoBeneHa QubporacTpoayoseHOCKONUS, 3HAOCKOMM-
UeCcKM 0bHapy»eHa He3HauuTesbHas TMNepeMus CIM3UCTOV
0bos10ukK KenyaKa, Helicobacter pylori He 0bHapy:eH.

89



90

CLINICAL OBSERVATION

Ha ocHoBaHWM aHaMHe3a W pe3ysbTaToB j1abopaTopHbIX
nUccnefoBaHuNi: OTCYTCTBUE KaKMX-NIMBO MPpU3HAKOB NaHKpea-
TUTa UM aHOManuiA NOLKENYA04HOM JKenesbl U XKen4yeBbiBo-
AALLMX NyTeid, CTOMKOE NOBbILLEHWE aM1Nasbl CbIBOPOTKM be3
MOBBILLEHWA B MOYe — CAENaH0 NPeANosIoXeHUe 0 HANMYUK
y [LlaHHOTO NaumMeHTa Makpoamunasemum. bbino pekomeHzo-
BaHO MPOM3BECTM pacyeT OTHOLUEHWS KNMpeHCa amunassl
W KpeaTuHWHa.

Pacuet npousBeneH no dopmyne:

KnupeHc amunassl / KnupeHc KpeatHuHa = (AMunasa moum /
Amunasa kposu x KnupeHc kposu / Knuperc Moum) x 100 %.

YpoBeHb amunasbl Moun 122 Ep/n, amunasbl Kposu
210 Ea/n, KpeaTUHMH KPOBK 26 MKMOSb/N, KpeaTUHUH MouM
2070 mMMonb/n.

CoOTHOLLEHME KIMPEHCOB aMmiasbl U KpeaTUHWHA CO-
craeuno 0,754 %. Mokasatenb MeHee 1 % c bonblueii foneit
BEPOSATHOCTU MOET YKasblBaTb HAa MaKPOaMU3aneMMIO.

Makpoamunasemns sBnseTcs A0OPOKAYECTBEHHBIM CO-
CTOSIHMEM, He TPebyLLMM crieumanbHoOM Tepanuu, No3ToMy
naumeHT bl BbIMKUCAH C PeKOMeHAaLMel fanbHelLero Ha-
BnIoLieHNs U KOHTPONA NOKasaTenen B AUHaMUKE.

3AKJIKYEHUE

Y Manbunka 10 neT ¢ pefKoin XpOMOCOMHOI NaTonoruen
1 Kanobamn Ha AauTenbHOE MoBbileHWe obLuelt amMunasbl
A0 235 EA/n v naHKpeaTuyecKoii aMunasel go 63,5 En/n, 6es
K/MHWUYECKUX MPOSBNIEHUA NaHKpeaTuTa, NMpU HOPManbHOM
YPOBHE amMuna3sbl MO, KOMPONIOrUYECKOI 3acTasbl, NpoBe-
LEeHo 00CneioBaHme, B X0 KOTOPOr0 MUCKIIKOUEHA NaTosorus
NoJKenyAo4Hom xenesbl. Ha 0cHoBaHWM pacyeTa OTHOLLEHMS
KIMpeHca aMunasbl U KpeaTuHuHa, pasHoM 0,754 % (npu Hop-
Me 6onee 1 %), caenaH BbIBOA 0 MaKpoaMmUIa3eMumn KaK Be-
POSTHOM NPUYMHE NOBbILLEHUS aMUNa3bl B CHIBOPOTKE KPOBM.

TakuM obpasoMm, LenecoobpasHo BKIIKYEHWE MaKpoaMm-
naseMuu B iudpepeHLmManbHbIN AUarHo3 runepamMunaseMmy.
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Mbl HageeMcs, UTO NpefCTaBNeHHbIN B aHHON CTaTbe K-
HUYECKMIA Cyyail NPUBEAET K NyuLleMy pacro3HaBaHuIo Ma-
Kpoamunasemun y fieTel, TeM CaMbIM YCKOPUT MOCTaHOBKY
NpaBUILHOTO iWarHo3a U NpeAoTBPATUT HEHYXHble AMArHo-
CTUYECKME MeponpUATUSA 1 NIeYeHme.

AOMO/IHUTENNbHASA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbl BHEC/W CYLLECTBEHHbIA BKA4
B KOHLLENUMIO UccnefoBakus, cbop, aHanus, MHTepnpeTaumio AaH-
HbIX AN paboTbl, COCTaBMIEHME W NEPECMOTP CTaTbM, OKOHYATENb-
HOe yTBepKAeHUe Bepcumn Ans Nyb6sMKaLmMm U COrnallaloTcs HecTu
OTBETCTBEHHOCTb 3a BCE aCMeKThbl UCCel0BaHUS.

KoHdnukT uHTepecoB. ABTOpbI AEKNapUpylT OTCYTCTBUE
AIBHbIX W MOTEHUMANbHbIX KOH(IMKTOB MHTEPECOB, CBA3aHHbIX
¢ nybnnKaumeli HacTosLLEe CTaTby.

WUcTounuk dmHaHcpoBaHus. ABTopbl 3asBNIAIOT 06 OTCYTCTBUM
BHELLUHEro (GUHAHCMPOBaHMSA Npy NPOBEAEHNN UCCIeLOBaHMS.

WHdopMupoBaHHoe cornacue Ha nybamkaumio. ABTOpbI Nosy-
YWMAM MUCbMEHHOE COrylacue 3aKOHHbIX NpeACcTaBUTeNeN NaumeHTa
Ha NyOMKaLMI0 MeAULIMHCKUX AaHHbIX.
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KnuHnyeckui cnyyan mcnonb3oBaHus TPOUHOM
TapreTHOM TepanuM y nauueHTa ¢ MyKoBUCLIUA030M,
0CJI0)KHEHHbIM LMPPO30M NeYeHu

E.B. Crexkkuna "2, 10.A. Ymepos ', C.C. ConosbeBa ', T.A. TepexuHa ', B.B. CMupHoBa®
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2 TopoacKas fieTcKas nonmkinHmuka N° 7, Pasanb, Poceus;
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AHHOTALNA

MyKOBMCLIMA03 — CUCTEMHOE ayTOCOMHO-peLeccuBHOe 3aboneBaHue, NpoSBASAIOLLEECS MOPaXEHNEM 3K30KPUHHBIX JKeme3
BcnencTeue aucdyHKummn reHa CFTR. MepBuyHbIi fedeKT NpUBOAMT K HEA0CTAaTOMHOCTM BCEX 3K30KPUHHBIX JKenes3 C no-
JIMOpraHHbIMU NMPOSIBIEHUSIMM, 0C0B0 CUNBHO NOPaXKaKTCA AblXaTeNbHas CUCTEMA, NULLEBAPUTENbHBIA TPAKT U IK30KPUHHASA
YacTb MOMKENY0YHON JKenesbl, a TakKe neyeHb. Knaccuyeckas b6asucHas Tepanusi MyKOBMCLMAO3a — CUMMTOMaTUYe-
cKasi. B HacTosllee Bpems Haubonee COBpPeMEHHONM CUMTAeTCs MaToreHeTWYecKas TapreTHas Tepanus C UCMOfb30BaHMEM
CFTR-mopynsTopoB. Hannumne mytaumm F508del B reTepo3vroTHoM v roMo3uroTHOM COCTOSHUM SIBSIETCS KPUTUYECKM He-
06x0aMMbIM ycnoBreM AN Boibopa aaHHon Tepanuu. CFTR-MoaynaTopsl MeTabonmanpyloTcs B MeYEHM, YTO 3acTaBNisieT npu-
HWUMaTb Mpenapatbl C 0CTOPOXHOCTBHO NPY ee NopaxeHun. B cTatbe npeAcTaBneH KIMHUYECKWIA Clydali TapreTHOM Tepanum
npenapaToM B coctaBe uBakadTop (75 Mr) + Tesakadtop (25 Mr) + anekcakadtop (100 Mr) u nakadtop (150 Mr) nauueHTa
C MYKOBMCLIMA030M, OCNOKHEHHBIM LIMPPO30M NEYEHU. B KIMHUYECKO KapTuHE NauMeHTa 0TMevasnoch nporpeccupyoLlee
MyNbTMOPraHHOE MOpaKeHME C LMPPO30M NeYeHn C NPU3HAKaMM NOPTasbHOM FMNEPTEH3UM U NEYEHOUHOW HeL0CTaTOHHOCTM.
Hannune mytaumm F508del B reTepo3nroTHOM cOCTOSHUM MO3BOSIANO UCMOMb30BATh 3TOT MPenapaT B KayecTBe TapreTHO
Tepanuu, 0fHaKo ero MoTeHUManbHas renatoTOKCMYHOCTb Bbi3biBana oraceHus. C Apyroi CTOPOHbI, yXe UMeloLleecs no-
paKeHue neyeHn — OJMH U3 CUMMTOMOB MYKOBMCLIMA03a, MO3TOMY MOXHO 0XMATh KaK MUHAMYM 3aMefifIeHue Nporpeccu-
pOBaHWs MOPaXKeHUst neyeHn Ha GoHe TapreTHon Tepanuu. Mo pelueHno KoHcunuyMa B uioHe 2022 r. Bbino NpUHATO peLle-
HWe HayaTb TapreTHyI0 TePanuio No JKM3HEHHBIM NOKa3aHWAM. [IpeAcTaBNeHHbIN KIMHUYECKWI ClyYait UKCTpUpYeT yenex
NpUMeHeHWs npenapata y pebeHKa ¢ MYKOBMCLMAO30M W LMPPO30OM MeYeHH, YTO ABASETCH YHWUKaNbHBIM HabniofeHueM.
OnbIT NpUMeHeHUs TapreTHOro mpernapata Ans feyYeHns MyKOBUCLMA 033, OCIIOMHEHHOMO LIMPPO30M NeYeHM, KpanHe CKYA-
HbIiA, MO3TOMY [L1S1 OLIeHKM ero 3 GeKTUBHOCTM 1 Be30macHOCTH B 0TAANEHHOM Nepuoge Tpebyetca anuTtensHoe HabmogeHue
3a NaLMeHTOM.

KnioueBble cnosa: MyKOBMCLIMAO3; iETH; LMPPO3; TapreTHas Tepanus; ueakadtop; TesakadTop; anekcakadTop.
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A clinical case of the triple targeted therapy
in a patient with cystic fibrosis complicated
with liver cirrhosis

Elena V. Stezhkina "2, Yurii A. Umerov ', Sophya S. Solovyova ',
Tatiana A. Terekhina, Vera V. Smirnova?

! Ryazan State Medical University, Ryazan, Russia;
2 Ryazan pediatrician outpatient clinic No. 7, Ryazan, Russia;
% Regional Children Clinical Hospital named after N.V. Dmitrieva, Ryazan, Russia

ABSTRACT

Cystic fibrosis is a systemic autosomal recessive disease manifested by damage to the exocrine glands due to dysfunc-
tion of the CFTR gen. The primary defect leads to insufficiency of all exocrine glands with multiple organ manifesta-
tions, among which the respiratory system, digestive tract and exocrine parts of the pancreas, as well as the liver, are
especially severely affected. Classical basic therapy for cystic fibrosis is symptomatic. Currently, the most modern
is pathogenetic targeted therapy using CFTR modulators. The presence of the F508del mutation in a heterozygous or
homozygous state is critical for the use of this therapy. CFTR modulators are metabolized in the liver, which makes it
necessary to take drugs with caution if it is affected. The article presents a clinical case of the use of fixed targeted
therapy with Ivacaftor (75 mg) + Tezacaftor (25 mg) + Elexacaftor (100 mg) and Ivacaftorin (150 mg) a patient with cystic
fibrosis complicated by cirrhosis of the liver. The patient’s clinical picture showed progressive multi-organ lesions with a
leading clinical problem in the form of liver cirrhosis with signs of portal hypertension and hepatic failure. The presence
of the F508del mutation in a heterozygous state made it possible to use fixed targeted combination, but the potential
hepatotoxicity of this drug raised concerns. On the other hand, pre-existing liver damage is one of the manifestations
of cystic fibrosis, so we can expect at least a slowdown in the progression of liver damage against the background of
targeted therapy. By the council decision in June 2022, it was decided to start targeted therapy for vital indications. This
case illustrates the success of this triple targeted combination in a child with cystic fibrosis and cirrhosis of the liver,
which is a unique observation. Experience in the use of this combination for treatment of cystic fibrosis complicated by
cirrhosis of the liver is extremely scarce, therefore, long-term follow-up of the patient is required to assess its efficacy
and safety in the long term.

Keywords: cystic fibrosis; children; cirrhosis; targeted therapy; ivacaftor; tezacaftor; elexacaftor.
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BBENEHUE

MykoBucumao3 (MB, TakKe M3BECTHbIN KaK KWUCTO3HbIN
Gunbpo3) npeacTaBnseT coboi CUCTEMHOE ayTOCOMHO-PeLIec-
CMBHOE 3aboneBaHue, NpOSBNALLEECS NOPaXKEHUEM 3K30-
KPUHHBIX Xene3 BCreacTeue AMCHYHKUMM reHa perynsropa
TpaHcMeMbpaHHoi npoBoaumoctn CFTR. [laHHoe 3abone-
BaHWe SIBNISIETCA CaMbIM YacTbIM cpeau opdaHHbIX 3abone-
BaHuii [6]. Ha ceropHAWHWI [eHb B MMpe HacUMTLIBAETCA
okoso 100 Tbic. 6obHBIX MyKOBMCLIMA030M. [10 LaHHBIM Ha-
umoHanbHoro peructpa 3a 2020 r., B Poccuiickon ®epepaumm
npoxwBatT 3722 naumeHta ¢ MB, 2735 13 KoTopbix cocTaB-
nsoT aetu. Yacrora Bcrpeyaemoctit MB B Poccum coctasnsiet
1 cnyyaid Ha 10 Tbic. HOBOpPOXKAEHHBIX [8].

3TN0J10rnA N NATOIEHE3

B ocHoBe natoreHeza MynbTUnobynspHOro umupposa
neyenn npu MB nexat Mytauum B reHe CFTR. lepBuuHbIii
Ae(heKT NpPUBOAMT K HEJO0CTAaTOYHOCTM BCEX 3K30KPUHHDBIX
XKene3 C MosMopraHHbIMU MPOSBIEHUAMM, CPeLU KOTOPbIX
0c060 CUIBHO MOPaXaKTCA AblxaTeSlbHas cUCTeMa, NuLe-
BapuUTESbHBIA TPAKT U 3K30KPUHHAA YacTb MOJKENYA04HOV
JKenesbl, a Takxe nevexs [2, 12, 17, 19].

Mpoaykt reHa CFTR, 6enok CFTR, npencraBnset coboil
AT®-3aBUCMMBIN XNOPHBIA KaHaM, BbICTUNAIOLMA NPOTOKMU
)Kene3 BHELUHEeN CeKpeuuu, B TOM YUCTE W XKENYeBbIBOASA-
wmx nyteit [11]. Mpu cHUKEHUM ero QYHKLUMM UK MOJHOM
otcytcTBUM benka CFTR B NpoToKax BCEX 3K30KPUHHBIX Xe-
Ne3 HabnaaeTca CeKpeuys BA3KOM, 00e3BOXKEHHON CNn3MN,
NPUBOAALLEN K 3aKyNOpKe MPOTOKOB, UX MEPEepacTsKEHUIO,
MPUCOEANHEHMIO NATOrEHHOW MUKPOGMIOpPbI, XPOHUYECKOMY
BocnaneHuto, atpoduv u dubposy [2, 12, 17]. NMopobHbI Me-
XaHW3M npegnonaraeTcs U B neyeHn. 0BCTPYKUMS KeNUHbIX
MyTel MPUBOAMT K 3aCTOI0 U HAKOM/EHWIO JKEeNYHbIX KUCIIOT,
obnapalowmx LMTOTOKCUYHBIM feicTBueM. [lpogonxato-
Leecs MOBPEXAEHWE TenaTouuToB NPUBOAMT K aKTUBaLMK
3Be344aTbIX KIETOK (MepuumToB), passuTuio Gprbpo3a neyeHu
W, B KOHEYHOM uTOre, K umpposy [12, 17]. AnbTepHaTuBHas
Teopus MmaToreHesa npeLnosiaraeT MoBbILLEHUE MPOHULLae-
MOCTM C/IU3MCTOM 0D0MI0YKM KULLIEYHMKA, BCEACTBUE YEro
B MeyeHb nocTynaeT bonbluoe KOAMYecTBO BaKTepuabHbIX
aHTUIEHOB, KOTOPblEe BbI3bIBAKT BOCMANUTENIbHYI0 peakLmio
un ¢udpos [19].

BapuaHTbl anchyHKumm reHa CFTR YpesBblyaliHO pasHo-
06pasHbl 1, B 3aBUCUMOCTM OT CTEMEHN AUCHYHKLMU KOHeY-
HOro NpoAyKTa, NoApasfensioTcs Ha 6 Kiaccos.

Knacc | — HapyweHue cuHTe3a befka, B pesysbrare
Yero HapyLUaloTCA MPOLECChl TPAHCKPUMLMMA W TPAHCAALMH,
YTO MPUBOAMT MO0 K HapyLUEHUI0 CUHTe3a cTabuibHOro
npoTenHa, nMbo K NpOAYKUMM aHOMANbHO YKOPOYEHHOro
npoTenHa (BcnefcTBue obpasoBaHMA CTOM-KofoHA). [ns
LaHHOTO KJlacca XapaKTepHbl HOHCEHC-MyTaLK, CABUMM pa-
MOK CYMTbIBaHUSA, 0BYCIIOBNIEHHbIE AENeUMaMI, MHCEpPLMAMH
UnK anbTepHaTUBHbIM cnnaicuHrom MPHK. Mo KnnHndeckoi
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3HaYMMOCTU AaHHbIE MyTaLMM — Haubonee Taxenble U UMe-
toT HebnaronpusTHoe GeHOTUNMUECKOE NPOSIBIEHME.

Knacc Il — HapyLueHue co3peBaHus benka. B pesynbrate
MyTaLuUW NPOMUCXOLUT HeMpaBWibHBIN GONaMHr benka u Ha-
PpyLLEHWe ero TPaHCMOpTa K anuKanbHOM NOBEPXHOCTMU KIeT-
KW. 3T0 NPUBOAMT K YCKOPEHMIO JerpafaLmy aHoMasbHOro
NpOTEMHA BHYTPUKIIETOYHBLIMU NpOTEa3aMu U OTCYTCTBUIO/
3HaUMTENbHOMY YMeHbLUeHW GYyHKUMOHanbHoro benka Ha
MeMbpaHe KneTku. Hanbonee yacTto BcTpevatowlasncs MyTa-
ums AanHoro knacca — F508del.

Knacc Ill — HapylueHne perynsumm XmopHOro KaHasna.
benok CFTR cuHTe3MpyeTca M [OCTABNAETCA Ha MeMOpaHy
KNETKM, HO He OTBeYaeT Ha cTumynsumio LAMO u He BbI-
noniHAeT cBol QyHKumto. MyTtaumm Ill Knacca nokanu3oBa-
Hbl B PEryAsTOPHOM W HYK/IEOTM/CBA3LIBAKLLMX AOMEHAX
reHa CFTR.

Knacc IV — HapyLeH1e npoBoAYMOCTH XJIOPHOTO KaHa-
na. CokpalLaeTcs BpeMsi OTKPbITUS XJIOPHOrO KaHana, uTo,
COOTBETCTBEHHO, MPUBOAMT K CHUXKEHMIO MOHHOIO MOTOKA.
MyTauum faHHOro Knacca 3aTparuBaloT MeMbpaHoCBA3bIBa-
foLLME LOMEHBI.

Knacc V — cHuxeHne KonuyectBa GbyHKUMOHANBHOMO
benka. K aToMy Knaccy OTHOCATCS FeHeTMYecKWe BapuaH-
Tbl, MPX KOTOPbIX 60 CHWXeH TpaHcnopT benka CFTR Ha
MOBEPXHOCTb KJIETKM, JIMBO NpoAyLMpYeTcs MOHWKEHHOE
KOJMYecTBO HOPManbHOr0 TPaHCKpUNTa, Mbo CHMKaeTcs
ypoBeHb GyHKUMOHanbHOro 6enika. fatoreHHble BapuaHTbl
3TOr0 KJlacca HapyLLalT MeXaHW3M CMIaicuHra, U TpaHc-
KpunTbl 0bpa3syloTca B pe3ynbTaTe Kak abeppaHTHOro, Tak
1 HOPMasbHOro CnaicuHra.

Knacc VI — cHuKeHne BpeMeHU Haxoxpaewus benka
Ha noBepxHocT KneTku. Knacc VI BK/oYaeT reHeTuyeckue
BapUaHTbLl, MPUBOASALLME K CUHTE3Y NPOTEMHA C U3MEHEHHOM
cTabunbHocTblo B pesynbtate notepu 70-98 C-KoHueBbIx
AMUHOKUCIIOTHBIX OCTaTKOB.

l'eHeTnyeckue BapmaHThl -l Knaccos ropasno cunbHee
BAMAIOT Ha QYHKUMIO benka CFTR, YeM reHeTUyecKue Bapu-
aHTbl IV unam V Knaccos, W accoLMMpOBaHbI C KITAaCCUYECKUM
MB. B HacTosLee BpeMs onucaHo bonee 1500 pa3nmyHbix
MyTaumii npu MB [20]. MpocnexkmBaeTcs YeTKas B3aMMOCBA3b
FEHOTMMNA U BbIPaXKEHHOCTU NOPAXKEHMUS MOJKENYA0UHOMN XKe-
nesbl; KOppensuMs reHoTUNa M BbIPAaXEHHOCTU MOpaKeHns
NErKNX, NEYEHN W KULIEYHWUKA Ha CErofHALIHUA feHb 0CTa-
eTca AnckyTabenbHoi [16].

Knaccuueckas basucHas Tepanus MB sBnseTcsa no cyt
cuMmnToMatuyeckon [3, 7, 9, 12] n BKovaeT aMeToTepanuio,
BUTaMUHOTEPANUi0, MYKOIMTUYECKYKD Tepanuio, MeTOAMKM
OPEHNpOBaHUsA BpOHXWManbHOro AepeBa, NieyebHyo ¢us-
KyNbTYpY, aHTUDaKTepuanbHy Tepanuio, 3aMecTUTENbHYIO
Tepanuio HeAOCTAaTOYHOCTW 3K30KPUHHOW (BYHKLMM MogxKe-
NyA04HOM XKene3bl. EQUHCTBEHHBIN JOCTYMHBINA 4118 leYeHns
nopaxeHus neyenn npu MB npenapat — ypcone30KCHXo-
nesas kucnota [12, 19]. OHa yMeHbLuaeT peabcopbunio 3H-
LOTEHHBIX JENYHbIX COJMIEN B KULLEYHUKE, TEM CaMbIM yCU-
NMBasi CEKPeLMio Xenuu, KpoMme Toro, obnagaeTt npsMbIM
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renaTonpoTeKTOPHbIM AENCTBMEM U NpefcTaBnseT coboi
0LMH Mx 6a3ncHbIX NpenapaTtos B Tepanuu MB.

B TepMuHanbHbIX cTagmsx 3aboneBaHus TpaHCnnaHTa-
LIMA JKU3HEHHO BAXKHbIX OpraHoB SIBNSETCA eMHCTBEHHBIM
peLLeHreM, CMocoBHBIM NPOAAUTL XM3Hb bonbHOro. B 6onb-
LUMHCTBE C/ly4aeB MaumeHTaM ¢ MB nepecaxuBaloT Nierkue
1 neyeHb. B cnucke Hambonee yacTbix NPUYMH SIS TpaHC-
nnaHTaumm nerkux y B3pocablx MB ctout Ha 3-M MecTe
(no 259% oT BCeX peuMnueHTOoB), YCTynas XPOHUYECKOI
0OCTPYKTUBHOM DONE3HW NErkux M neroyHomy ¢ubposy,
ay peten — Ha 1-M Mecte (8o 65 % Bcex peumnuenToB) [7].
[oKa3aHus K TpaHCnaHTaumuu nerkux npu MB: cHuskeHme obbe-
Ma dopcupoBaHHOro Bhigoxa 3a 1-to cekyHay (OOB1, FEVT)
£0 30 % OoT pacyeTHOro M MeHee; pa3BUTME JIEFOYHON IH-
NepTEH3UM NPU OTCYTCTBUM TMNOKCEMUYECKON [bIXaTesbHOVA
HeJ0CTaTOYHOCTH; YacToe YXyALLeHre 06LLero CocTosHNA 3a
CYET yYaLLeHNs 3NMU300B OCTPOIA AbIXaTeNIbHOM HeJ0CTaTou-
HOCTW, TPEeBYIOLLEN MHBA3WBHOW [bIXaTeSIbHOW MOALEPHKY;
MOBbILLEHUE AHTUOMOTUKOPE3UCTEHTHOCTH; YXYALLEHUE Hy-
TPUTMBHOO CTaTyca MpU [LOCTaTOYHOW HYTPUTUBHOW MOA-
LEepXKe; yyallleHne 3NM3040B NMHEBMOTOPAKCA; XM3HEYrpo-
XatoLee NeroyHoe KposoTeyeHue [1, 71.

loKa3aHWeM K TpaHCTNaHTaLUmu NeyYeHun ABNSETCA LMpPO3
MneyeHu, BeAYLLMM UMMEPATUBHBLIM MOKa3aHWEM K TPaHCMIaH-
Taumm nedenu y 6onbHbIX MB — nporpeccupoBaHmre cuHapo-
Ma nopTanbHOW rMnepTeHsum [5]. TpaHcniaHTaums neyYeHn o
YXYOLLEHNs QYHKLMN NIETKUX W HYTPUTUBHOTO CTaTyca MOXeT
CHW3MTb NMOC/IE0NEPaLMOHHbIE PUCKU. PaHHSS TpaHCMaHTaums
MeyeHn NPUBOJMT K CTabWUM3aLmy, a B HEKOTOPbIX Cly4asx —
K ynyyLleHno GyHKLMW Nerkux nocne onepaumm [15].

3TMoNOrMYecKas reHHO-MHXXEHEPHan Tepanusi — WHHO-
Baums B nedeHun MB [14]. OnHako HecMOTpA Ha BegyLUM-
ecs yxe 6onee 30 net pa3paboTku, OHa BCe elle 0CTaeTca
Tepanuein bypywero. B HacTosiiee BpeMs Haubonee co-
BPeMeHHOW W 3(D(EKTUBHOI ABNAETCS MaToreHeTMYeCKas
TapreTHas Tepanus [3, 7, 9, 13]. OHa HanpaBeneHa Ha BoC-
CTaHoBneHne QyHKumM Genka CFTR ¢ moMoLublo TaK Hasbl-
BaeMblx CFTR-MoaynsaTopoB, KoTopble nofpasaensTcs Ha
2 bonbluve rpynnbl. Mepsas rpynna (KoppeKTopbl) BKIOYAET
nymakadrop, Te3akadbtop, anekcakadTop, UX MPUMEHSIOT
npu MmyTtaumm F508Del. Mytauma otHocutcs Ko Il knaccy;
npu Heii 6enok CFTR cuHTe3upyeTcs, HO ManodyHKUMOHa-
JIeH W3-3a HenpaBuibHOM0 (hosauHra u bbicTpo paspyLuaetcs
BHYTPUK/IETOYHbIMK cucTeMammn KonTpons [10, 13]. Mo paH-
HbIM peructpa B Poccuiickoin Mefepaumm, AaHHas MyTaums
BCTPEYaeTCA B rOMO3UrOTHOM COCTOSHWM Y 28 % nauueHToB,
B retepo3urotHoM — y 52 % [6, 8]. Jpyras rpynna (notek-
LMaTopbl) NpeAcTaBfeHa JIMib OAHUM BELLECTBOM — WBa-
KadTopoM. Ero pnencTBue HanpaBneHo Ha BOCCTAHOBJIEHME
dyHKuMoHanbHocTh 6enka CFTR nyTeM yBeninyeHns YacToTbl
OTKPbITUA XNOPHOro KaHana (Mytaumu llI-1V knaccos).

B HacTosiLee BpeMs B MMpe UCMONb3YIOT 4 3aperucTpu-
POBaHHbIX KOMOWHaUMU KoppekTop+Mogynstop (Tabn. 1)
[13, 20]. B poccuitickux @enepanbHblX KIAMHUYECKUX
pekomeHpaaumsax (PKP) TapretHas Tepanus MB pekomeHayeTcs
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¢ 2021 r. [3]. Bce CFTR-MopynsaTopbl MeTabonusupytoTcs B ne-
UEHW C y4yacTMEeM CMCTEMbI LIMTOXPOMOB, YTO TpebyeT ocTo-
POXXHOCTW B MpMeMe MpenapaToB Mpu ee nopaxeHuu. XoTs
KOPPEKTMPOBKA [,03 NPW He3HAYNUTENbHOW NeYEHOYHON Hefo-
crato4HocTv (knacc A no Child-Pugh) He TpebyeTcsi, oHa MoxkeT
NOHaA06UTCA NpY CPeHETAKENON HEAOCTATOUHOCTM (Kacc B).
B cnyyae Taxenoi neyeHouHon HepoctatoyHocT (knace C)
TapreTHas Tepanua npoTUBonoKasaHa. [obouHbIMKM adderTa-
MM BCEX 4 NpenapaTtoB TakKe CYUTAETCS NOBbILLIEHWUE NEYEHOY-
HbIX TPaHCaMWHa3, NOSBNIEHWE APYrUX CUMMTOMOB YXyALLEHMS
neveHouHo @yHKumm [18]. C y4eToM yacToro nopakeHms
neyeHn npu MB, npuMeHeHWe AaHHbIX NPenapaToB MOXET
ObITb B ONpeesieHHo cTenenun 3atpyaHeHo [10].

B cBAi3M CO CNOXHOCTLIO NPUHATUSA TEpPaNeBTUYECKOrO pe-
LLIEHWUA NPU Ha3HAYeHUM TapreTHOM Tepanuu naumeHTam ¢ MB
C MOPaXEHMEM MEYeHU NPEACTABMEHHBIA HaMU KIMHUYECKIIA
CNyyaii ABNSETCS aKTyanbHbIM.

KJIMHUYECKUIA CNYYAN

MaumenTka K., aeBouka, 14 net, ot 2-i1 bepeMeHHOCTH,
2-x pofoB (B CeEMbe eCTb CTapLUMii CblH OTLA OT MepBOro
Opaka, 30 net, 340poB, U CbiH OT [aHHOro OpaKa, 3[0poB).
Macca npu poxaeHun — 2860 r. o pesynbTataM HeoHa-
TaNbHOT0 CKPUHWUHIA Ha 4-€ CYTKM KW3HW UMMYHOPEaKTMB-
HbIA TpuncuH coctaun 110 mr/mn (HopMa — fo 7 Mr/mn).
MoeTopHbIii TeCT Ha 10-e cyTkn — 125 Mr/mn. MNpoBoauMoCTb
noTa Ha annapate Nanoduct (ELITechGroup Inc., CLUA) —
115 mMonb/n (Hopma — po 70 MMonb/n). MonekynspHo-re-
HETUYECKOe WCCNe0BaHNe BbISBUNIO NATOreHHbIe BapUaHTh
F508Del/W1282X B KOMNayHL reTepoO3UroTHOM COCTOSIHUM.
MauvenTka Habnogaetcs B 0BnacTHOM AETCKOM KNMHUYECKOA
BonbHuLe uM. H.B. [IMutpreBoi Ps3aHu 1 B oTaeneHnn my-
KoBWCUMA03a B HayuHo-nccne0BaTeNlbCKOM MHCTUTYTE JeT-
ctBa MockoBcKoi obnactu.

B KNMHMUYeCKOM KapTHHe ¢ paHHero Bo3pacTa 0TMevaeTcs
nporpeccupylowias benkoBo-3HepreTMyeckas HepocTaToy-
HocTb I-Il ctenenn. C 5 net nocne nepeHeceHHOro MHPeKLU-
OHHOTO0 MOHOHYKJIE03a Y4acTUNUCh 0BOCTPEHUS CO CTOPOHI
ObIXaTeNbHOM cucTeMbI (YacTble pecnmpaTopHble 3abonesa-
HMs, 3aN0KEHHOCTb HOCA), B TeYEHMe AOLLIKOMBHOIO nepuosa
00 3 060CTpeHUI B rof, ¢ NPUMEHEHNEM aHTUBaKTepUanbHOM
Tepanuu (Ko-TpUMoKcason [cynbdaMeToKcason + TPUMETO-
MpUM], aMOKCULMANMH + [KNaBynaHoBas KWcnoTal, asuTpo-
MuLmH). OTMeuanock oTcyTcTBMe NpubaBKy Beca U 3afiepKa
pocTa. B 370 e BpeMs 3aMKCUPOBaH NEPBUYHBINA BbICEB,
a 3aTeM MOBTOpHbIE BbICEBLI Pseudomonas aeruginosa, no
MOBOAY YEro nosiyyasna Tepanuio: TobpaMULMH MHranALMOH-
HO, umnpodnoKcaumH BHYTpb 21 AeHb HECKOBKO KypCoB.

B 2017 r. (B Bo3pacTe 7 neT) npu nnaHoBoM 0bcnesoBa-
HWM Ha YNbTPa3BYKOBOM MCCNEL0BaHWUM BPIOLLIHON MONOCTH
0bHapyeHbl GUOPO3HbIE M3MeHeHUs MedeHn (HeOAHOPOA-
Has CTPYKTYpa C y4acTKaMM MOBbILIEHHON 3XOreHHOCTH, Ae-
(opMauus 1 0beiHeHWe COCYAUCTOTO PUCYHKa, AedopMaLms
Kpas neyeHu).
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Table 1. Comparative characteristics of targeted drugs available today

MexyHapoaHoe HenaTeH- Peructpaums Bo3DacTHoe
TOBaHHoe HauMeHoBaHue / | Tun mopynstopa / | B PO / Registra- . P Metabonuam /
. A o MyTauws / Mutation orpaHuyeHme / ;
International Nonproprietary | Modulator type | tion in the Rus- Age limit Metabolism
Names sian Federation g
B neyenu,
G551D. G1244E C yyacTueMm cucTe-
’ ’ Mbl LIMTOXPOMOB /
WeakadTop / MoteHuuarop / Her / No g;g?g%%;?ﬁ C 6 ner/ In the liver, with
Ivacaftor Potentiator S1255b S5 A9N, From age 6 the participation
' of the cytochrome
unm / or SS49R. system
(CYP3A4/5)
MoTeHuma- F508del, romo3urot-
MBakadtop + Tesakadtop/  Top + KOppeKTop / Het / No Has Mny reTeposu- Céner/ CYP3A4/5
Ivacaftor + Tezacaftor Potentiator + cor- rotHas™ / homo- or From age 6
rector heterozygous*
JlymakacdTop
B OCHOBHOM BbIBO-
lla, ectb LVTCS B HEU3MEH-
B QefepanbHbix MBZ?(Z d?:lone;_
MoTeHuma- KIIMHUYECKNX c qacmZM
WeakadTop + JlymakadTop /  Top + KoppekTop /  pexoMeHzaumsx  F508del, roMmosurot- C 6 netr/ C\)(,P3 ALSS |
Ivacaftor + Lumacaftor Potentiator + cor- ~ no MykoBuc- Has / homozygous From age 6 Lumacafluor is
rector umposy 2021/ inl d
Yes, in 2021 mainly excrete
guidlines unchanged;
Ivacaftor is me-
tabolized
by CYP3A4/5
WBakadtp + Tezakad- MoTeHuma- Xots 6bl 0Ha Konus
TOp + IneKcakagrop / TOp + 2 KOppeKTo- MyTaumum F508del / At C 6 netr/
Ivacaftor + Tezacaftor + pa / Potentiator + Het / No least one copy of the From age 6 CYP3A4/S
Elexacaftor two correctors mutation F508del

* TaumeHT posmxkeH uMeTb ABe MyTauun F508del unm uMeTb no KpaiHeli Mepe 0AHY, KOTopas pearvpyeT Ha KOMbMHaUMIo Te3akadTop +
MBaKaGToOp Ha OCHOBAHWUM LLaHHBIX in Vitro /WK KIMHUYECKUX AaHHbIX; (+) — coueTaHWe AByX Npenaparos.

* Means that the patient must have two copies of the F508del mutation or have at least one that responds to the tezacaftor/ivacaftor
combination based on in vitro and/or clinical data; (+) means a combination of two drugs.

B 10 net npum ouepesHOM 06OCTPEHUM C 3NM3040M Kpo-
BOXapKaHbs («po30Bas MOKpOTa») MoJlyyeH BbiceB Steno-
trophomonas maltophilia. OLHOBPEMEHHO NOSIBUNCS KOXHBbIN
remMopparMyeckuii CUHLPOM B BUAE HEOBWIbHBIX NeTexui,
MeproaMYecKu NOSBNSIOLLMXCA HA 3anACTbsX, NPeANeYbsX,
a TaKXKe CHWXEHWe Yucna TPOMBOLMTOB B aHann3e KpoBw
W U3MEHEHMS B KoarynorpamMme (yAsMHeHWe aKTMBMPOBAHHO-
ro YaCTMYHOro TPOMOONNACTUHOBOIO BpeMeHH). Mpu UMUILK-
AMarHoCTUKe Ha MarHUTHO-pe30HaHcHo ToMorpadum (MPT)
0TMeYanucb NpOrpeccupytoLLme CTPYKTypHble AnddysHble
M3MeHeHUs neyeHn B Buae ¢ubposa, ¢ HambonbLLMM Mo-
paXeHueM npaBoi fonu. B aToM ke rogy uMenu Mecto
anu3onbl cybdedbpunuteta, BANOCTM, CNabocTi, COHAMBO-
CTW, 3NM304bl rOMI0BHbIX Bonien no 3-5 fgHei ¢ nocneayto-
MM CHUXEHMEM anneTuTa 1 notepeit Beca ot 1,5 4o 2 Kr
C nocnefytolmM BoccTaHoBneHWeM. B 11 net ycraHoeneH

DAl https://doiorg/1017616/PED15493-102

[NarHo3 «annepruyeckuin HpoHX0eroyHbIN acneprusnies»
(IgE & Aspergillus fumigatus — 3,85 ME/mn).

06beM Tepanuu MaUMEHTKM Ha TOT MOMEHT BKIIOYa:
€XKe[JHEBHO 3aMeCTUTENIbHYI (epMeHTOTepanMio — MnaH-
KpeatnH 650000 nunasHbix eanHny, B cytkm (10000 EO —
15 Kancyn B cytku, 25000 ELL — 20 Kancyn B cyTKu); yp-
CcoLe30KCMX0NeBan Kucnota — B o3e 750 Mr/cyT, uHrans-
UMM Yepe3 Hebynaiisep AopHasa anbda — B Jo3e 5 Mr/cyT;
7 % rvnepTOHMYECKOro pacTBOPa C rManypoHOBOW KUC/IOTON,
MaHHWUTO1a; MHCTUNIALMM MOMETa30Ha (ypoaTa 3HA0Ha3asb-
Ho — B po3e 200 Mkr/cyT; ButamuHbl (A, E, D3, K); cneumanu-
31pOBaHHOE HYTPUTUBHOE MUTaHMWE, KyYPChbl KUHE3MOTEpanuu.

Mpu 0bcnepoBaHum naumenTky B Bo3pacte 11 net nepeg
BbIOOpOM TapreTHow Tepanuu (MioHb 2022 T.) ee pocT cocTa-
Bun 145 cM (=0,06 K03 DMLMEHT CTaHAAPTHOrO OTKIIOHEHMS,
Standard Deviation Score — SDS), Bec 31,4 kr (-0,99 SDS),
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MHAeKe Macckl Tena — 14,93 (-1,38 SDS). [leBouka npefb-
ABNANA anobbl Ha XPOHWYECKWA Kallefb C FHOWHOW Mo-
KPOTOM, MOCTOSIHHYIO 3a/I0XEHHOCTb HOCca, cnabocTb u 6o
B xuBoTe. OBbEKTUBHO: [AeBOYKA aCTEHWYECKOro Tenocno-
YKEeHWS, NOLKOXKHO-XKUPOBOWA C/OW BbipaxeH cnabo. KoxHble
MOKPOBbI YACTbIE, BNeIHO-PO30BbLIE, CyXOCTb Iyb, peumameu-
pytoLLmi xeiinuT. MNepudepuyeckne nuMdaTnyeckue y3nbl He
yBennyeHbl. KatapanbHbix SBNEHWUIA HET, HOCOM NPaKTUYECKH
He AblwwT. Kawenb BRaXHbIA, ryBOKWIA, ycunuBaeTcs no-
C/e WHranauum U ApeHaxHblx ynpaxHeHui. OAbIWKKM B no-
Koe HeT. 3eB 1 CM3uCTble 000/104KM NOSIOCTU pTa YKCTbIE,
BnaxHble. [pyaHas kieTka be3 gedopMauuid, nepKyTopHo-
KOpobOouHbIiA 3BYK. B nerkux: fplxaHue XecTkoe, npoBo-
LMTCS BO BCE OTAENbI, XpUNbl BNaXHble, pasHOKanmbepHsble,
OBYXCTOpoHHMe. YacToTa AbixaHua (HO) — 20 B MuHyTy,
catypaums — 96 %. ToHbl cepaua pUTMUYHBIE, LLIYMOB HET.
YactoTa cepaeuHbix cokpalienuii (HCC) — 86 B MuHyTy,
apTepuanbHoe fasnedve — 100/70 MM pr. cT. XuBoT yBe-
JMYeH B pa3Mepe, NeyeHb BbICTYNaeT Ha 3 CM M3-MOA pe-
DepHoM ayru, Kpai nnoTHbIA, 6yrpuctbii. CTyn 1 pas B feHb,

odopMneH.
B nabopaTopHbIX aHanM3ax KpoBW: 3PUTPOLUTHI —
4,04 x 10%/n, remornobuH — 122 r/n, NedKouUTb —

7,91 x 10°/n, Tpom6oumtsl — 103 x 10%/n, ckopocTb oceaHus
aputpouutoB (CO3) — 10 MM/y, Gunupybun obmin —
14,1 mmonb/n, wenoyHas docharasa — 659 Ea/n, amuna-
3a— 36,8 En/n, anaHnHammuHoTpaHcdepasa (AJTT) — 28 En/n,
acnapTatamuHoTpaHcdepasa (ACT) — 48 En/n, kpeatuh-
docdokvHaza (KOK) — 221 Ep/n, naktataermpporeHasa
(UOr) — 374 En/n, obwwmin benok — 76 r/n, rnoKosa —
3,91 mmonb/n, C-peaktuBHbin Benok (CPB) — 10 wmr/n,
¢ubpuHoren — 2,99 r/n.

Ha MPT bptoLUHOI Nof0CTH KapTuHa CTPYKTYPHBIX anddys-
HbIX QUOPO3HBIX U3MEHEHMI MeYeHH, YBENIMYEHNE Pa3MepoB
NeBoi [0NM MeyeHu, GrOPO3HO-NMNOMaTO3HbIE U3MEHeHMs
NOAXeNyA04YHON JKenesbl, CMeHOMeranus, Masblil acuur.
Ha ¢ubporacTpopyoneHockonuy — MpU3HaKKU MULLEBOAA
BappeTa: BapuKo3Hoe paclumpeHue BeH nuiiesoaa | cTenexu.
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B anHaMuKe hyHKLMM BHELLHEr0 AbIXaHWsS MOXHO 0TMe-
TUTb OTCYTCTBUE BEHTUMALMOHHBIX HAPYLUEHWIA Ha NpOTSKe-
HWUW Bcero HabnofaeMoro nepuoga (tabn. 2).

Ha komMnbtoTepHoi ToMorpadmm oTMeYaeTcs yMepeHHoe
nporpeccupoBaHne BPOHX03KTA30B B BEPXHUX [0MAX 06omx
NErKWX 1 MPU3HaK1 XPOHUYECKOro bpoHxuonuTa (tabn. 3).

Ha ntoHb 2022 r. nepep, NpoBeAeHNEM KOHCMIMYMa NaLy-
eHTKe Bbln NocTaBneH cnefyioLwmii auarHo3 (tabn. 4).

BBUAYy HeyKSIOHHOro NpOrpeccupoBaHNUs MymbTUOPraH-
HOro NopakeHus (C BeayLLei KIMHUYECKo npobnemMon —
MPOrpeccMpoBaHWeM LMPpO3a MeveHn C NpU3HaKaMu nop-
TanbHOW TUMEpTEH3UM U MEYEHOYHOM HeA0CTaTouHOCTH),
BCTaJ BOMPOC 0 [JanbHelLen Tepanuu naumeHTky. Hannuue
MyTaumm F508del B reTeposnroTHoM cocTosHUM Mo3BONSET
UCMoNb30BaTh Npenapat uBakadTop + Te3akadTop + anek-
cakagTop 1 uBakadtop (M+T+3) B KauecTBe TapreTHON Te-
panuu, Tak KaK MMEHHO OH NOKa3aH Mpu Halu4mm XoTa Obl
ofHoi MyTaumm F508del. OpHako noTeHUManbHas rena-
TOTOKCMYHOCTb [AHHOTO Mpenapata Bbi3blBaia OMaceHus.
WMeloweecs nopaxeHne neyeHn npencraBnseT cobon ofHo
U3 nposBnieHnii MB, noaToMy Ha oHe TapreTHOW Tepanuu
MOXHO OXMIATb KaK MUHUMYM 3aMefJieHUsi Nporpeccupo-
BaHWSA NOpaXeHNs neyeHu. PellieHne NpuHUManoch COBMeCT-
HO C Hay4HO-KOHCYNbTaTWBHLIM OTAENO0M MYKOBUCUMAO03a
MeaVKO-reHeTUYECKOr0 HAaY4YHOr0 LEHTPa WM. aKafleMuKa
H.M. BoukoBa, 1 no utory KoHcunuyma B utoHe 2022 r. bbino
MPUHATO peLLeHWe HayaTb TapreTHyl0 Tepanuio npenapaToM
N+T+3 N0 U3HEHHBLIM NOKa3aHUAM.

C wiona 2022 r. naumeHTKa nony4yaeT TapreTHbIM mpe-
napat W+T+3 B po3uposke 100 mr anekckadropa, 50 Te-
3akadTopa, 75 Mr nakadtopa ytpom, 150 Mr neakadTopa
BeyepoM. 3a nepBble 4 Mec. mpuema npenapata obuias
npubaBKa Beca cocTaBuna 2,5 Kr 1, YTo HEMaNoBaXHO ANiA
naumeHTa, ynyywmnocb obuiee camoyyscTBue. B nepBble
MecsLbl MMenncb NoboyHble peakuun B Buae bonen B xu-
BOTE M yyalLeHns oopMIIeHHOro cTynia Ao 3—5 pa3 B AeHb,
Gonn B MpoeKUMM OKONOHOCOBbIX MasyX. Mpy KOHTpOnb-
HOM o0bcnepoBaHuu B oKTbpe 2023 r. naumeHT anob He

Tabnuua 2. [IuHaMMKa CNMpOMEeTPUM NaUMeHTKM 3a nepuog, 2017-2024 rr.

Table 2. Patient’s dynamics of spirometry for the period 2017-2024

[lata uccnepnosanus / Date of study

Mokasatenb, % / Index, %

2017, mapt / March

2017, asryct / August
2018, Mait / May

2018, Hos6pb / November
2019, nexkabpb / December
2020, wionb / July

2021, aBryct / August
2022, Hos6pb / November

JKEN /VCL — 118, 00B1 / FEV1 — 119
JKEN / VCL — 100, 0®B1 / FEV1 — 101
HEN / VCL — 104, 0®B1 / FEV1 — 97
JKEJ/ VCL -107, 0®B1 / FEVT — 93
JKEN / VCL — 125, 00B1 / FEV1 — 125
JEJT/VCL — 117, 00B1 / FEV1 — 108
JKEJT / VCL — 96, 00B1 / FEV1 — 82
}KEJT/ VCL — 107, 00B1 / FEV1 — 102

lpumeyanue. EJT — Ku3HeHHas eMKocTb nerkux; 0OB1 — obbeM opcupoBaHHoro Bblgoxa 3a 1 c.
Note. VCL — vital capacity of the lungs; FEV1 — forced expiratory volume in 1 s.
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Tabnuua 3. [IMHaMMKa AaHHbIX KOMMbIOTEPHOI TOMOrpadum naumeHTKM 3a nepuog 2016—2024 rr.

Table 3. Dynamics of the CT image

of patient for the period 2016—-2024

[ara / Date

MNokasatenb / Index

2016
2017, mapt / March
2018, despansb / February

2018, nexabpb / December

2019, nexkabpb / December

2021, nexkabpb / December

2022, okTsibpb / October

BpoHxo3KTa3bl BepXHeli 40MW NPaBOro JIETKoro, ABYXCTOPOHHUA feopMUpYIoLLMiA OPOHXMT /
Bronchiectasis of the upper lobe of the right lung, bilateral deforming bronchitis

BpoHxo3KTa3bl BepxHeii Aonm 0boux nerkux, 6poHxoobeTpykums B S1u S2 /
Bronchiectasis of the upper lobe of both lungs, broncho-obstruction in S1 and S2

KapTuHa HepaBHOMEpHOCTW NHEBMAaTU3aLmMK, NMPU3HAKK XpOHWUYecKoro 6poHxuTa /
A picture of uneven pneumatization, signs of chronic bronchitis

KaptuHa dy3udopMHbIX BpoHX03KTa30B BepXHeii foam 0bomx nerkux (6e3 npusHakoB 060CTpeHUs).
Mpu3HaKK XPOHUHECKOIN 06CTPYKMBHOM BONE3HN NETKKX, C ABNEHNAMU BpoHX00bCTpyKLMM B S1-2
oboux nerkux / Picture of fusiform bronchiectasis of the upper lobe of both lungs (without signs

of exacerbation). Signs of chronic obstructive pulmonary disease, with symptoms of bronchial
obstruction in S1-2 of both lungs

KapTuHa bpoHX03KTa30B BEpXHUX [0MIel 060MX NErkUX C MpU3HaKaM1 XPOHUYECKOro 0BCTPYKTBHOrO
bpoHxuta / Picture of bronchiectasis of the upper lobes of both lungs with signs of chronic obstruc-
tive bronchitis

KapTuHa XpoHWYecKoro 06CTPYKTMBHOMO BpoHXMTa, BpoHXMouTa 06oux nerkux /
Picture of chronic obstructive bronchitis, bronchiolitis of both lungs

KapTuHa pacnpocTpaHeHHOro y3e/KOBOro NopaXeHus No TNy BpOHXMONNTA, NPU3HAKW XPOHUYe-
CKOro 0BCTPYKTMBHOMO BPOHXMTA, YTO COOTBETCTBYET NPOSB/IEHUAM 0CHOBAHHOTO 3abonieBaHus /
A picture of a widespread nodular lesion of the bronchioloitis type, signs of chronic obstructive
bronchitis, which corresponds to the manifestations of the underlying disease

Ta6nuua 4. [InarHo3 naumeHTrm K.

B vioHe 2022 .

Table 4. Diagnosis of patient K. in June 2022

[lnarHos / Diagnosis

| Onucanme puarHosa / Description of diagnosis

[lnarHos ocHoBHoii / Diagnosis

leHeTMueckuin auarHos / Genetics

Mukpobuonoruyeckuii auarHos /
Microbiology

OcnoxxHenms / Complications

ConyTcTBYtOLMIA AnarHo3 /
Concomitant diseases

MyKoBucLMA03, cMelaHHas hopMa, CpefiHelt CTeNeHU TAXECTU. XPOHUYECKUIA 0BCTpyK-
TUBHbINA BpoHXUT. [lbIxaTenbHas HepoctatoqHocTb O cTenenu. BponxoakTasel S1-2 (D/s),
S5 (D), S8, 9 (S), S10 (D/S). XpoHu4yeckuit NoNMNO3HbIA NaHCUHYCKT. [oAMNaKTOMMS

B 2019. XpoHuyeckas naHkpeatuyeckas HegocTatouHocTb / Cystic fibrosis, mixed form,
moderate severity. Chronic obstructive bronchitis. Respiratory failure, stage 0. Bronchiec-
tasis S1-2 (D/s), S5 (D), S8, 9 (S), S10 (D/S). Chronic polyposis pansinusitis. Polypectomy
in 2019. Exocrine pancreatic insufficiency

DelF508/W1282X*

XpoHuueckas cTadmnoKoKKoBas MHDeKUMS. XpOHUYeCKas CUHErHoWHas MHbeKums
(Hos6pb — pekabpb 2016 1., MapT 2018 r.). Aspergillus (anpenb 2017 r.). NepBUYHbIiA
BbiceB Stenotrophomonas maltophilia — aBryct 2020 r. Annepruyeckuii 6poHX0NeroyHbIi
acneprunnes (Hosdpb 2021 r.) / Chronic staphylococcal infection. Chronic pseudomonas
infection (November — December 2016, March 2018). Aspergillus (April 2017). Primary
seeding of Stenotrophomonas maltophilia — August 2020. Allergic bronchopulmonary
aspergillosis (November 2021)

Livppo3 neyeHu, nopTasbHas runepTeHsns. BapukosHoe paclumMpeHmre BeH NULLEBOLA.
Koarynonatus. Cungpom xonecrasa / Liver cirrhosis, portal hypertension. Varicose veins
of the esophagus. Coagulopathy. Cholestasis

XpoHuueckuit ractpur. NMuweson bappeta | crenenu B3H | ctenenn /
Chronic gastritis. Barrett's esophagus stage I. PEU, stage |

lMpumeyarue. BIH — BenKoBo-3HepreTMYecKas HeA0CTaTOUHOCTb; * — MyTaLWa NepBoro Kacca, NPUBOAALLAs K 06pa30BaHMi0 CTON-KOA0Ha.
Note. PEU — Protein-energy undernutrition; * — First class mutation resulting in the formation of a stop codon.

npeabABNSET, COCTOSHWE U CAMOYYBCTBUE CPEAHEN TAXKECTU. B KOHTPOSIbHOM aHanu3e KpoBW: 3pUTPOLUTHI —
Kawenb peakwit, nocsie MHransumii U apeHaxHbix ynpax- 3,977 x 10'%/n, remornobus — 121 r/n, neikoumutel —
HeHuit. B nerkux secTkoe AbixaHue 6e3 xpunos. Katapanb- 4,30 x 10%/n, TpoMBoumtel — 238 x 10°/n, CO3 — 8 MM/y;
Hbix sBneHwiA HeT. Y[ — 20 B MuHyTy, catypaums — 96 %, B BMOXMMMYECKOM aHanu3e KpoBu: bunmpybuH obmn —
YCC — 86. HuBoT yBenMueH B pa3Mepe, NeyeHb BbIXOAUT 25,6 MMOJIb/N (KOHBIOTMPOBAHHbIN 4 MMOJIb//, HEKOHBHOTMPO-
Ha 3 cM u3-nop, pebepHoi Ayru, Kpan NNOTHbINA, BYrpucTbii.  BaHHBIA 21,6 MMonb/N), WwenodHas dochatasa — 973 En/n,

Cryn odopmneH.

amunasa — 28,9 En/n, ANT — 23,1 Ea/n, ACT — 29,3 En/n,
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o6 6enok — 65,7 r/n, anbbymunsl — 39,5 r/n, rnio-
Koza — 5,44 mmonb/n, CPb — 1,1 mr/n. lMepeHocuMocTb
npenapara oLeHeHa KaK XopoLuas.

3AKJIKYEHUE

lpencTaBneHHbIA KIIMHUYECKMIA Cy4aln UNNloCTpUpyeT
ycnex npumeHeHus npenapara W+T+3 y pebeHKa B Bo3pacTe
14 net ¢ MB 1 UMpp0o30M NeYeHu, YTO ABNSETCA YHUKANbHBIM
HabnogeHneM. EQMHCTBEHHON BO3MOXHOCTbIO OCTaHOBUTD
nporpeccupyloLLee MylbTUOPraHHOe NopaXkeHue oKasanacb
TapreTHas Tepanus. Hanuume mytaumm F508del B reteposu-
FOTHOM COCTOSIHUM TaKXXe MO3BOMANO UCMO/b30BaTh TapreT-
Hyto Tepanuio. B KauecTBe ocHoBHOro bbin BbibpaH mpena-
pat U+T+3. B uenoM naumeHT nepeHoOCUT Tepanuio XopoLLo,
O[HAaKO Hajnuve LMppO3a MeyeHn NoCTaBWUMIO Bpayen ne-
pes HenpocTbIM pelleHneM. YunTbiBas renatoTOKCMYHOCTb
npenaparta, B [aHHOM cilyyae HeobxoAuMo WCMONb30BaTh
TapreTHyI0 Tepanuio C 0CTOPOXHOCTbI0. CIOXHOCTb 3aKNHo-
yanacb TaKe M B TOM, YTO MMPOBOW OMbIT MPUMEHEHMS
TapretHoro npenapata WU+T+3 ana nevenns MB, ocnoxHeH-
HOro LMppO30M MeyeHu, KpaHe CKyAHbIA. B cBA3u ¢ 3tum
LanbHelee HabntoJeHWe 3a MaUMEHTOM NpefCcTaBniseTcs
KpaiHe nomne3HbIM WU NepCneKTUBHBIM, TaK KaK M03BOMUT
oLeHUTb 3QPEKTUBHOCTL M He3onacHOCTb TapreTHoOM Tepa-
MW B CNeLMPUYECKUX YCITOBMSX, U JaHHBIA OMbIT, BO3MOX-
Ho, ByieT NpUMEHNUM K IpYr1M NaumeHTaM, MMEILLUM TaKylo
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e KoMopbuaHocTb. YuntbiBas bypHoe pa3BuUTMe TapreTHbIX
npenaparos, uccnefoBaHne NofobHbIX BOMPOCOB ABNSAETCS
KpaiiHe aKTyanbHbIM.

AOMO/THUTENIbHAAA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbI BHECNM CYLLECTBEHHbIA BKMaL
B pa3paboTKy KOHLenuuu, NpoBefeHWe WUCCRefoBaHUs W Moa-
FOTOBKY CTaTbW, NPOYAM 1 ofobpunu duHanbHylo Bepcuio nepes,
nybnanKaumeil.

KoHdnukT uHTepecoB. ABTOpbl AEKNApUpPYOT OTCYTCTBUE
AIBHbIX W MOTEHUMANbHbIX KOH(IMKTOB MHTEPECOB, CBA3AHHbIX
C NybnMKaLmelt HacTosILLel CTaTby.

WcTouHuK dmHaHCUpoBaHUS. ABTOPbI 3asiBNSIOT 00 OTCYTCTBUM
BHELUHEro GUHAHCMPOBaHMSA NpU NPOBEAEHNUN UCCIIeLOBaHMS.
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AHeMMS XpOHMUYECKUX 60NIbHBIX Y pebeHKa
C BbISIBJIEHHbIM BNepBbie runonapaTMpeosoM

K.W. Nwennynaa ', T.A. MenbHuroBa 2, H.A. OweHnkosa 2, E.B. CHeroa?,
A.Jl. Cuthmnkosa ', B.B. bapaHoBa '

! CaHkr-IeTepByprckuii rocyaapCTBEHHBINA NeaMaTpUyecKuii MeaMLUMHCKMIA yHuBepcuTeT, CaHkT-TeTepbypr, Poccus;
2 KoHCyNbTaTUBHO-AMAarHOCTUYECKMIA LieHTp ans aeTeid, CakT-eTepbypr, Poccus

AHHOTALMA

AHeMms XxpoHMYecKuX HONbHbIX ABNSETCA BTOPUYHBIM FEMaTOIOMMYECKUM CUMHAPOMOM W Hanbonee YacTo COMPOBOXAAET UH-
d)EI-(Ll,VIOHHO—BOCI'IaJ'IVITe,I'IbeIe, MMMYyHOMNaToIorM4ecKne 1 onyxosnesble nNpoLecchbl. B natoreHe3e aHemMuu Y4acCTBYIOT pasiny-
Hble MeXaHWU3Mbl, CPeAM KOTOPbIX OCHOBHOE MECTO NPUHAAMEXUT AENCTBMIO POBOCMANNTENbHBIX LIUTOKMHOB. Bo MHorux cny-
Yyasx UMeeT MecTO pa3BUTME CULEPONEHNM, He CBA3AHHON C abCOMIOTHBIM AePUUMTOM Xenesa, BO3HMKalLLEel B pe3ynbTaTe
nepepacrnpefieneHns UMelLLMXCS B OpraHM3Me 3arnacoB Xenesa. [IMarHocTika pasnnyHbiX BUAOB NaTonorii Y HeKoTOpbIX
MaLMEHTOB HAYMHAETCA UMEHHO C BbISIBNIEHHON aHEMUM. 3T0 TpebyeT KOMMNEKCHOro 06cnes0BaHMs, UCKITYEHWUS NEPBUYHOM
reMaToor1yeckon NaTonoru W BbIIBNIEHUs BCEX COMYTCTBYOLLMX 3aboneBaHuiA, B TOM uucne ovaros uHdekumm. NpuseseH
KJIMHUYECKU npuMep MynbTUANCLUNINMHAPHOIO Noaxona B AMAarHOCTUKe HOpMOXpOMHOVI HOpMOLLI/ITapHOVI aHeMWUK, 3aBep-
LUMBLLIEACS BbIIBNIEHMEM 3HLOKPMHHON NaToNOrM1 — rUNoNapaT1pen3a, 1 XPOHUYECKUX 04aroB MHbeKLmM InwwTeitHa—bapp
BMPYCHOIA W CTPEMTOKOKKOBOW 3TUONIONMM Y A€BOYKM MOAPOCTKOBOro Bo3pacta. OcobeHHOCTb cyyas B TOM, YTO MaLMEHTKA
nepBXyYHO 06paTMNack K Bpayy reMaronory no noBoAy aHeMuu JIETKoI CTENeHM, HO B NpoLiecce 06cne0BaHmNs CTao 04eBUA-
HbIM, YTO }ano0bl Ha NPOrPECCUPYIOLLIYI0 CNABOCTb, YTOMASEMOCTb, TPEMOP PYK, FOSI0BOKPYKEHNS HEBO3MOXKHO CBSA3aTh C YKa-
3aHHOM reMaTonornyeckon naronorueid. BosHukiume B nepuope 0bcnesoBaHNUA CNacTUHECKUE HapYLUIEHWS, TETAHWUSA MbILLL
KOHEeYHOCTeW CTanu NOBOAOM A AMarHOCTUKM MeTabonnyecknx HapyLLeHWid: onpeaeneHns ypoBHel KpeaTMHdoCdOoKMHa3bI,
MMOrNI0bMHa CbIBOPOTKY, 3MIEKTPONUTOB KPOBW, B TOM YuC/e KanbLms 1 Gochopa, a TakkKe ropMOHOB LLMTOBUAHOM W napa-
WwuToBMUAHON ene3. Mo pe3ynsTataM 0bcnefoBaHNS YCTAHOBIEHO, YTO COCTOSHUE AEBOYKM Obi0 BbI3BAHO BbIPaXKEHHbIMM
MeTaboNMyecKUMM U3MeHeHUAMM, HapyLLeHUaMKU GochOpHO-KanbLmMeBOro 0bMeHa B BUAe runoKanbLumemMuu, runepdocda-
TEMUM, HapPaCTalLLMM YPOBHEM KpeaTUH(OCHOKIMHA3bI, BLICOKMM NOKa3aTeNeM NaKTaTAeruaporeHasbl U 00yCnoBeHo SHA0-
KPWUHHOM natonorueil. Hannume HeBPONOrMYECKOW CUMMNTOMATUKW 3aWKCUPOBAHHBIX C MOMOLLbI0 MarHUTHO-PE30HaHCHOr0
W 3NeKTpoKapamorpaguyeckoro UccnefoBaHUn M3MEHEHU Ha GOHe 3HAUYUTENTBHOrO CHUMKEHWS NapaTMPeOUEHOr0 rOPMOHa,
rMMNOKanbLMEMIX, HapacTaloLLEro YpoBHs KpeaTMHhOCdOKVHa3kI NoTpeboBano HanpaBneHns NauMeHTKM B CTALMOHAP C Ana-
THO30M «Tunonapatvupeo3». [pefcTaBNeHHbI KIMHWYECKWUA Cyyail NOATBEPIKAAET HeobXoAMMOCTb MHAWBUAYANbHOIO,
MYIbTUAMCLMNIMHAPHOTO MOAX0AA K AMArHOCTUKE BTOPUYHBIX aHEMUYECKUX COCTOSIHWIA, YTO MO3BOJIUT BbISIBUTL MaTONOTMI0
PasMYHbIX OPraHoB U CUCTEM.

KnioueBble ciioBa: aHeMus; 06MeH efe3a; BOCMaJieHue; cnaeponeHusa; runonapaTtnupeos; MHd)eKLI,VIﬂ.
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Anaemia in a child with chronical disease
and a newly diagnosed hypoparathyreosis

Ksenia |. Pshenichnaya ', Tatiana A. Melnikova 2, Nadezhda A. Oshchenkova?,
Evgeniia V. Snegova?, Anastasia D. Sitnikova ', Valeriya V. Baranova'

! Saint Petershurg State Pediatric Medical University, Saint Petersburg, Russia;
2 Saint Petersburg State Healthcare Center for Consultation and Diagnostics in Children, Saint Petersburg, Russia

ABSTRACT

Anemia of chronic patients is a secondary hematological syndrome, and most often accompanies infectious-inflamma-
tory, immunopathological and tumor processes. The introduction discusses the importance of blood testing to assess
the response of the immune and hematopoietic systems to various adverse effects. Various mechanisms are involved in
the pathogenesis of anemia, among which the main place belongs to the action of proinflammatory cytokines. In many
cases, sideropenia develops that is not associated with an absolute iron deficiency, but occurs as a result of the redis-
tribution of iron reserves in the body. In some patients, diagnosis of various types of pathology begins with the detection
of anemia. This requires a comprehensive examination of patients, the exclusion of primary hematological pathology and
the detection of all concomitant diseases, including foci of infection. This article presents a clinical example of a multi-
disciplinary approach to the diagnosis of normochromic normocytic anemia, which resulted in the detection of endocrine
pathology — hypoparathyroidism, and chronic foci of Epstein—Barr virus and streptococcal infection in a teenage girl.
The peculiarity of the case was that the patient initially consulted a hematologist about mild anemia, but during the ex-
amination it became obvious that complaints of progressive weakness, fatigue, hand tremors, and dizziness could not
be linked to the existing hematological pathology. Spastic disorders and tetany of the limb muscles that arose during
the examination period became the reason for diagnosing metabolic disorders: determining creatine phosphokinase,
serum myoglobin, blood electrolytes, including calcium and phosphorus, as well as hormones of the thyroid and para-
thyroid glands. The examination results showed that the severity of the girl's condition and neurological symptoms
were caused by severe metabolic changes, phosphorus-calcium metabolism disorders in the form of hypocalcemia,
hyperphosphatemia, increasing levels of creatine phosphokinase, high levels of lactate dehydrogenase, and were due to
endocrine pathology. The presence of neurological symptoms, changes in magnetic resonance imaging and electrocar-
diogram against the background of a significant decrease in parathyroid hormone, hypocalcemia, and increasing levels
of creatine phosphokinase required the patient to be referred to the hospital with a diagnosis of “Hypoparathyroidism”.
The presented clinical case confirms the need for an individual, multidisciplinary approach to the diagnosis of secondary
anemic conditions, which will allow identifying pathology of various organs and systems.

Keywords: anemia; iron metabolism; inflammation; sideropenia; hypoparathyroidism; infection.
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BBENEHUE

KnuHWYeCKUiA aHanu3 KpoBW OTpaXKaeT peakumio WM-
MYHHON W KPOBETBOPHOM CUCTEMBI Ha PasfMyHble BUAbI BO3-
LEeVCTBMS, CpPeayu KOTOpbIX OCHOBHOE MECTO MPUHAANEXUT
3abonesaHuaM pasnuuHoii npupofsl. Cpeau remaronoru-
YeCKMX CMHAPOMOB C 6O/bLLION YacTOTOM BCTPeYatoTcs aHe-
MWM — COCTOSIHUS,, XapaKTepU3YIOLLIMECS CHUMEHUEM YPOBHS
remMornobuHa, 4acTo B CoOYeTaHUW CO CHUMEHUEM KONMYECTBa
3puTpOLMTOB B eAuHULEe obbeMa Kpoeu. B neauatpuueckoil
MpaKThKe, BCIeA 3a ene3oAedUUUTHBIMU aHEMUSMU, BTOPOE
MECTO M0 YacToTe 3aHWMAKT aHEMUM XPOHUYECKUX BOSbHBIX
(AXB) — no cdopMynmpoBke MexayHapogHOM Knaccudu-
Kaumm b6onesHeit 10-ro nepecmotpa, npeacTaBnsAwLLME CO-
01 BTOPUYHBIA aHEMUYECKUA CUHIPOM CMELLaHHOM0 reHesa
[1, 4, 14]. B ero natoreHese NpUHMMAKOT y4acTUe U 4acTo
COYETAlOTCA pPa3/yHble MexaHW3Mbl: [eiCTBUE NpoBoCna-
JTENbHBIX LMTOKMHOB Ha BCEX 3Tamax 3puTpornoasa, Hefo-
CTaTOYHbIA CUHTE3 3PUTPOMO3TUHA, BTOPUYHBIE HapyLUEHWS
Xenesuctoro obMeHa, HapyweHus obMeHa MUKpO3JeMeH-
TOB, MeTacTaTuyeckme MOBPEXAEHUS MPU OHKONOrUYEeCKoi
MaTosorumn, TOKCUYECKUA reMonn3 1 MHoroe apyroe [1, 6, 8,
10, 12]. Moa peiicTBUEM NPOBOCMANMTENBHBIX LIUTOKUHOB CY-
LLIECTBEHHO CHUKAETCSA NPOAYKLIMA 3pUTPONOITUHA, YyBCTBU-
TENbHOCTb K HEMY KIETOK 3pUTpoHa. B ycnoBusx Bocnanexus
TaKKe YCUIMBAETCS CUHTE3 Benka renuuamnHa renatoumTamm,
UTO NPUBOLMT K CHUXEHMIO BCACbIBaHUA XEJe3a B KULLEYHU-
Ke M HapyLLaeT peyTunmu3auuio xenesa u3 aeno. B pesynb-
TaTe HaCTyNWBLUEA CUAEPONEHUN MOXET (OpPMMPOBATLCA
XenesoaeduunUTHBIA 3puTponoa3. HeonpaBaaHHoe neyeHne
nauWeHTa npenapatamu xesne3a He CONpOBOXKAAETCA NOJO-
XuTeNbHbIM 3 heKToM. B 3T0i CBA3M NeyeHne NaLMeHToB
C aHeMueW, BbISBNEHHOW Ha (oHe Apyrux 3abonieBaHuid,
TpebyeT TLiaTeNlbHOro W BCecTopoHHero obcneposaHus. AXb
BO MHOTMX CIly4asx He TpebyeT caMoCTOATENIBHOMO JIeYeHns,
a ee AMHaMMKa onpefenseTcs AUHaMUKOW 0CHOBHOro 3abo-
nesanms [3, 11, 13]. Pa3Hoobpa3ue natoreHeTMYECKMX Mexa-
HW3MOB, AJUTENBHOCTb W XapaKTep OCHOBHOMO 3aboneBaHus
00yCNOBNMBAKOT BO3MOXHbIE BapuaLMu reMaTonormyeckux
xapaktepuctuk AXb. AHeMMsi MOXKET UMeTb TMMNOXPOMHbIN
XapaKTep, 0C06EHHO Ny LINTENbHBIX BOCMANMUTESbHbIX Npo-
Lieccax, HanoMWUHasa UCTUHHYHO Xene304edULMTHYI aHeMMIO,
Ho value Bcero AXB sBnsieTcs HOpMOLMTapHOW, HOPMOXPOM-
HOW, PereHepaTopHOiA, U UMEET NETKY WM CPefHIo CTe-
neHb TAXKECTW, @ ee [AMHAMMKA TECHO CBS3aHa C TeYeHWeM
OCHOBHOrO 3aboneBaHus. B HeKoTOpbIX Cly4yasx WMEHHO
aHeMws SBNISETCA NepBbIM NOBOAOM NS 0bpaLleHus K Bpa-
uy, 1 B mpoLecce 0bcnefoBaHNs AMarHOCTUPYETCS OCHOBHOE
3aboneBaHue.

B npeacraBneHHOM KMHUYECKOM HabmogeHun auarHo-
CTUYECKUWA NOUCK Bbl HauaT Bpa4oM-reMaTosioroM, NoCKoJb-
Ky NOBOAOM ANs NEPBMYHOTO 0DpaLLeHus CTanu U3MeHEHUS
B KJIMHUYECKOM aHa/nn3e KpoBM.

Tom 15,N0 4, 2024

DOl https://doiorg/10.17816/PED154103-110

Meavatp

KNTMHUYECKUI CNYYAN

JleBouka, 15 net, obpatunacb K remartonory «KoH-
CyNbTaTMBHO-AMArHOCTMYECKOro LieHTpa Ans aeten CaHKT-
MeTepbypra» no NoBoAy M3MEHEHWN B aHanM3ax KpoBW, Mo
HanpaBneHM NeamaTpa MONMKIMHUKK B Aekabpe 2022r.
B TeueHne nocnefHero rofa 0TMeYana NoBbILLEHHYH YTOM-
NAEMOCTb, CNabocTb, NEPUOAMYECKUIA TPEMOP PyK (cnacTu-
YeCKOe COCTOSHWE KUCTEl PyK ObIfo BbISBNEHO NO3XKE TOMb-
KO npu ocMoTpe HeBposioroM). B okTsbpe 2022 r. Hapocna
o6wwasn cnaboctb, NosBUAMCL FONOBOKPYXeHUs. B Hosbpe
nepeHecna ocTpoe 3abonesaHne ¢ GebpuUnbHON IMXOpaLKOH,
M3MEHEHNAMM B aHanu3ax KpoBM: HEUTPO(UIbHbINA NeKoLM-
103, yckopeHHoe CO3, aHemus. [onyyana B Te4eHUe Heaenm
uedmkeuM. B fekabpe camMouyBCTBME NMPOAOKANG YXYA-
watbcs: 06wwasa cnabocTb, YTOMASEMOCTb, FONIOBOKPYKEHMUS
ycununmueb. KoHcynbTMpoBaHa MHGEKUMOHUCTOM AJ18 UCKITIO-
YeHns MHGEKLUMOHHOTO MOHOHYKITE03a, bblila peKoMeH0BaHa
KOHCyNbTaums reMartosiora. B npefcraBneHHOM KIMHUYECKOM
aHanmM3e Kposu: aputpoumtel — 3,8 x 10'%/n, reMornobuH —
91 r/n, cpepHuii 06beM aputpouutos — 81,7 dn, cpeaHee
copepxaHue remornobuHa B 3putpounte — 25,8 i,
petukynountel — 12 %o, CO3 78 mm/u. [MarHoctMpoBaHa
HOPMOXPOMHasi, HOpPMOLMTApHas, pereHepaTopHas aHeMus
Nerkom CTerneHmn TAXECTU.

N3 aHamMHe3a XM3HM M3BECTHO, 4TO [EeBOYKA OT NepBou
HOpManbHO NpoTeKaBLUel 6epeMeHHOCTU, CPOYHBIX Heoc-
NOXKHEHHbIX POAOB, C BeCOM Npu poxaeHun 2600 r u poctoM
47 cMm. TNeprop, HOBOPOXAEHHOCTY M pa3BUTME [0 rOAa npo-
TeKanu 6e3 0cobeHHOCTel, B COOTBETCTBUM C BO3PacTOM.
Mocne ropa nepeHocuna pecnupaTopHble 3aboneBaHNs He
yacto — 2-3 pa3sa B rog, be3 ocnoxHeHuit. BakumHupoBaHa
no nnaHy. Annepryeckux NposBAEHUIA, XpPOHUYECKUX 04aroB
MH(EKLMM paHee He 0TMeYeHo. TybepKynesHbIin aHaMHE3 He
oTAroweH. Yuutcsa B 8-M knacce LKonbl. B ceMeliHoM aHaM-
He3e OHKOOTUYECKUX, FeMaTONOMMYECKUX, IHAOKPUHHBIX 3a-
bonesaHwui HeT.

Mpu nepBMYHOM OCMOTpE OTMeYeHbl anobbl Ha 0bLLyio
cnabocTb, BANOCTb, FONIOBOKPYXEHME, COHNMBOCTL. ObLlee
COCTOSIHAE OLEHWBANOCh KaK Y[0BNETBOPUTENILHOE, KOXKa
brnepHas, cmsuctble 0607104KM po30BbIE, YMCTblE. [Mnep-
nnasus MuHAanuH -1l ctenenun. Jiumdoysnbl LIeiHOM rpyn-
Mbl MefK1e, aNacTuyHble, 6e3601e3HEHHbIE, 0AMHOYHBIN y3en
cnesa Ao 1 cM, anacTUYHbIN, NOABUMKHBIA. TOHbI cepaua oT-
YeTnmBbIe, Mynbe 86 ya/MuH, AbixaHue BeaukynspHoe. *usot
MArkui, 6e36onesHeHHbIN. [ledeHb, ceneseHKa He nanbnu-
pytotcs. Dusmnonornyeckue 0TrnpaBneHns B HopMe. Bpauom
remMatosioroM 6bil Ha3HaueH NOBTOPHbIN aHanM3 KPoBW, rae
BbISIB/IEHa aHaNOrM4yHas KapTuHa, COXpaHSABLUAACA B Lasib-
HeliLLeM B TeyeHMe BCero nepuopaa obcnefoBaHus Ao SHBapS
2023 r. — HOpMOXpOMHas HOpMOLMTapHas pereHepartop-
Has aHemus: remornobuH (Hb) 97 r/n, — cpepHuit 0bbem
aputpoumToB 84,5 ¢, cpenHee coaepaHue reMorfobuHa
B OTAE/IbHOM 3puTpoLmTe B abCONMIOTHLIX eauHMLax 26,6 mr,
petukynoumtbl (Rt) 12,5 %0 u yckopeHHas CO3 63 mm/y
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€ KonebaHusAMM B AnHaMuKe A0 28—39 MM/Y, ocTanbHbIe no-
KasaTesin B npefesiax HopMbl (Tabn. 1).

C y4eTOM HecoOTBETCTBMS BbipaXKeHHOCTH Xanob u yme-
PEHHOr0 XapakTepa aHeMuW, MPOBEAEHO KOMIJIEKCHoe 06-
CnefioBaHMe U MoJTyYeHbl KOHCYNbTaUUW CreumanmcToB Ans
BbISIB/IEHWS COMYTCTBYIOLLEN NaToNOrMM, 04aroB MHGMEKLMM,
aKTUBHOCTM BOCMANEHNS.

[leBouka bbina ocMoTpeHa cneumanuctamu: JIOP-spadom
[MarHoCTMpOBaH XPOHMYECKUI TOH3WIIUT BHe 060CTpeHMs,
XPOHWYECKas, NepcuCTUpyloLLas CTPENTOKOKKOBas MHGbeK-
LMS; OHKONOTOM — MCKITIOYEHa OMyxoneBasl NaTosorus;
0(TanbMOIOroM — BbISIBNIEH 3aCTOMHBIA JUCK 3pUTENTbHO-
ro Hepsa cnpaBa. [laumeHTKa nosy4nna KoHCybTaLmio He-
BpOJiora C OCHOBHOM Xarnoboii Ha Tpemop pyK. lpu ocMoTpe
OTMeYeHbl TaKXKe MONOMUTENbHbIA cuMnToM Tpycco, He-
ycTonumBoCTb B no3e Pombepra. pu cnabom noctykusa-
HWW Bbi3biBancA cuMnToM XBocTeka Il ctenenn. Bo Bpems
0CMOTpa BHE3aMHO BO3HWK MPUCTYN TeTaHUW, HaYaBLUMICS
C GUBPMANAPHBIX NOLEPrUBaHNN B KUCTSX PYK M MEPepoCLLni
B 6011€3HEHHBIN MbILLEYHbIV cnia3M. KUCTW pyK npuHsanm nono-
JKEHME «PYKM aKyLLepa», HUHKHUE KOHEYHOCTU — MOJIOXKEHME
«KOHCKas cTona». [lapoKcuaM npofonmkancs [0 2 MUH npu
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COXPaHeHHOM Co3HaHuu. Mpy LeneHanpaBneHHOM YTOUYHEHUN
aHaMHe3a BbISICHWIOCh, YTO MOA0OHbIE COCTOSHMSA B Teye-
HWe nocriefHero Mecsua NOBTOPS/INCH 40 3—4 pa3 B CYTKW.
370 MOCAYKWUNO NOBOAOM A5 AMarHOCTUKM MeTaboInyeckux
HapyLleHWii: onpeaeneHuss KpeatuHpocdoruHasbl (KOK),
MUOrNI06MHA CbIBOPOTKM, 3NEKTPOIMTOB KPOBM, B TOM YMCHE
Kanbuus 1 Gocdopa, a TakKe ropMOHOB LMTOBUAHON U Na-
PaLLMTOBMAHON XKene3. HasHayeHbl LONOSHUTENBHbIE UCCIe-
L,0BaHUA 1151 UCKITHOYEHMS 3MUNENCUM, @ TaKKe OMyX0sIeBOro
npoLiecca, Ha 4To yKa3blBanoch paHee.

Mo AaHHBIM MarHMTHO-pe3oHaHcHoW Tomorpaduu (MPT)
TOJIOBHOTO MO3Ta BbISIBNIEHbI MPU3HAKW CUMMETPUYHOTO Nopa-
XeHus BasanbHbIX Anep, XapaKTepHble ANiS nprobpeTeHHbIX
TOKCUYECKUX UM MeTabonmyeckux HapyLueHuiA. lpu npoBee-
HWM OMONHUTENBHOMO 00CNeA0BaHMS: PEHTreHorpaMMa opra-
HOB IPYAHON KNETKW, NPUAATOYHBIX Na3yX HOCa, YNbTpasByKo-
BOE ucceoBaHue (Y3W) bpioLLHoM NoNoCcTH — NaTosorum He
BblIsiBNIEHO. Ha anekTpokapauorpamme (IKIN) oTMeyeHo yam-
HeHue uHTepBana (-T, ykopoueHue uHTepBana P-Q, a B axo-
KapAnorpaMMe — [L0NoJHUTENbHAs XOP/a NIEBOr0 XenyLouKa.
Mo paHHbIM Y3W wumTOBMAHON Kene3bl BbIIBIEHO YMeHbLLe-
HWe pa3MepoB Npy AOCTaTOMHOM YPOBHE FOPMOHOB B KPOBM.

Tabnumua 1. lNokasaTenu KNMHUYECKOr0 aHasn3a KPOBM B AMHaMUKe HabmoaeHus naumeHTky 15 net

Table 1. Changing clinic blood assay indicators in a 15-year-old girl

[ata / Date
Moka3zatenb / Parameter
28.12.2022 | 03.02.2023
3putpoumtsl, x10'%/n / Red blood cell, x10'%/L 3,6 3,6
leMornobuH, r/n / Hemoglobin, g/L 97 99
'eMaTokpuT, % / Ht, % 31 30
CpepnHuit 06beM aputpoumTos, dn / 845 82,6
Mean corpuscular volume, f/L
CpeaHee cofepaHue remMornobuHa
B 3puTpouute, nr / Mean corpuscular 26,4 27,0
hemoglobin, pG
CpenHsas KOHLEHTpaLms reMoriobuHa
B 3puTpOLMTaX, I/n / 313 327
Mean corpuscular hemoglobin concentration, g/L
PetukynoumTsl, % / Rt, % 1,2 -
Jeikoumrsl, r/n / White blood cell, g/L 7,3 8,3
ManoukosaepHole, % / 9 5
Rod nuclear cells, %
CermeHToszepHble, % / Segmental, % 65 69
Jo3suHodmnbl, % / Eosinophils, % 0 0
Basodunsl, % / Basophils, % 0 0
Jiumcountsl, % / Lymphocytes, % 25 19
MoHouwTbl, % / Monocytes, % 8 7
Tpombouwtel, r/n / Platelets, g/L 375 310
€03, mMM/y / Blood sedimentation rate, mm/h 63 39

DOl https://doi.org/
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Mo pe3ynbTatam NabopaTopHbIX UCCEA0BaHUN B KITUHN-
YECKWX aHanM3ax KpoBM CTOMKO COXpaHANach B TeYEHWe Bee-
ro nepuopa obcreoBaHUs HOPMOXPOMHAs HOPMOLMTapHas
aHeMws, NoKa3artesiv 06MeHa JKene3a BbISBIW BbIpaXKeHHYH0
CUAEPONEHMNI0 1, COOTBETCTBEHHO, BbICOKMIA YPOBEHb HEHa-
CbILLEHHOr0 TPaHcheppuHa NpU HOpManbHbIX MOKa3aTeNsax
(heppuTHHa CbIBOPOTKM 1 06LLIEH X Eene30CBA3bIBAOLLEN CMo-
cobHocTy (Tabn. 2).

Mo pe3ynbTataM MOSYYEHHBIX WM3MEHEHHbIX MOKa-
3aTefieil, NpUBEAEHHbIX B Tabn. 3, BbLIABIEHO Hanuyue

Tom 15,N0 4, 2024

Meavatp

MapKepoB BOCMasieHus: noBbileHne C-peakTMBHOMO beska
(CPB) B coueTaHuM C COXpaHSOLLMMCS ycKopeHHbIM CO3,
OMCMPOTEMHEMMA 33 CYET MOBLILIEHWUA YPOBHA rNobynu-
HOB, AMCUMMYHOrNObYNMHEMMS 3a cyeT NoBbileHus IgM
(tabn. 3).

O6palLanu Ha cebs BHUMaHWe NOBbILLIEHUE YPOBHS JlaK-
TatpermaporeHassl (JION), KOK B guHamuke ot 2790 Ea/n
no 5734 En/n. MNpu uccnefoBaHMM BOLHO-CONEBOr0 0OMe-
Ha BbISB/IEHa BbIPa)KEHHas MMMOKaNbLMEMMS W MOBbILIEH-
HbIi1 ypoBeHb ocdopa Kposu. BeinosHeHHOe B 3TOM CBA3M

Ta6nuua 2. [Nokasatenu o6MeHa xenesa NaUMeHTKU
Table 2. Patient’s indicators of Fe exchange

lMokasatenk / Parameter

PesynbTathl aHanm3a / Test results

Hopma / Norm

28.12.2022
Heneso cbiBOPOTKM, MKMOJIB/N 31 54-195
Fe serum, pM/L ' ' ’
06wias xene3ocBsA3bIBalOLLan
CNocoBHOCTb, MKMOJIb/N 60,3 45-69
Total iron-binding capacity, puM/L
HeHacblLLeHHas ene3ocBA3blBaloLLas
CMOCcoBHOCTb, MKMOJIb/N 57,2 24,2-49.5
Unsaturated iron binding capacity, uM/L
DeppuUTUH CHIBOPOTKY, MKI/N 248 15-120

Serum ferritin, pg/L

Tabnuua 3. BoisiBneHHble HapyLleHWs 1abopaTopHbIX NoKasaTene
Table 3. Disorders in lab indicators revealed in the study

[ara / Date
Mokasatenb / Parameter Hopma / Norm
28.12.2022 | 03.02.2023
AnbbymuH, % / Albumin, % 50,7 - 57,1-61,2
nobynuH, % / Globulin, % 49,3 - 32,8-42,9
laMMa-rnobynuH, % / Gamma globulin, % 22,3 - 9.8-16,9
JlakTataerugporeHasa, En/n / _ N
Lactate dehydrogenase, Unit/L 678 120-300
Mmornoﬁlfm CbIBOPOTKA, MKr/n / _ 85 1764
Serum mioglobulin, meg/L
Kpeatundocdorunasa obwas, Ea/n / _
Creatine phosphokinase total, Unit/L 2196 5734 1-123
KpeatnHdocdokuHasa MB, En/n / B 134 1-25
Creatine phosphokinase mb, Unit/L
P |-_|eopraH_qucr<m7|, MMonb/n / _ 318 1,02-179
P, inorganic, mmol/L
Ca 061wuii, MMonb/n /
Ca total, mmol/L - 1.01 2,1-2,55
Ca !/IOHMBVIpOBaHHbIﬁ, MMonb/n / _ 0,57 1,22-138
Caion, mmol/L
IgA, g/L 1,55 - 0,47-2,49
IgM, g/L 2,71 - 0,15-1,88
IgG, g/L 17,71 - 7,16-17,11
C-peaKTuBHBIN benoK, Mr/n / 26 67 <5

C-reactive protein, mg/L

DOl https://doiorg/10.17816/PED154103-110
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Ta6nuua 4. MNokasatenu GYHKLUMM LUMTOBULHOM M NapaLLUTOBUAHON Xene3

Table 4. Indicators of thyroid and parathyroid gland function

[lata / Date
MNokasatens / Parameter Hopma / Norm
28.12.2022 | 03.02.2023
CBobopaHblit T4, Hr/an / Free Th, nG/dL 1,43 - 0,83-1,43
TupeoTponHbIA ropMoH, MKMEa/Mn B _
Thyroid stimulating hormone, mclntUnit/mL 0,908 0.48-4,17
AnTtuTENa K TUpeornobynuHy ME/Mn B
Thyreoglobulin Antibodies, IntUnit/mL 3311 flo 100
AnTuTena K Tupeonepokcuaase, ME/Mn _
Thyroperoxidase Antibodies, IntUnit/mL 15,05 flo 30
MapaT1peonaHbIi FOPMOH, Nr/Mn N 53 13,7-98.2

Parathormone, pG/mL

onpeAeneHne napaTMpeouLHOro ropMoHa 0bHapyXuo ero
CYLLLECTBEHHOE CHUXEHMe (Tabn. 4).

MokasaTenn GyHKLMM LIMTOBULHOM Xene3bl 0CTaBauCh
B npefenax HopMbl. B npouecce obcnefoBanus bbino nog-
TBEPIKLEHO HANM4ME CTPEMTOKOKKOBOM MH(EKLIMM MO MOBbILLIEH-
HOMY ypOBHI0 aHTUCcTpenTonu3uHa «0» (ACJ10) — 330 En/mn
1 Bupyca 3nwreliHa—bapp (B3b): nonoxurtensHas peakums
Ha aHTMTeNa K KancugHoMy benky B3b no IgM, apepHbiM ben-
Kam no IgG, a TakKe aHTMTENA K UMTOMeranosupycy no IgG.
[leBouKe TaKKe OblAW BbINOMHEHbI BMOXMMUYECKUIA aHaNM3
KpoBu (0bLwmii Genok, rnKosa, GunupybuH, KpeaTuHWH
CbIBOPOTKW, anaHMHaMMHOTpaHcdepasa, acnapraTtaMuHo-
TpaHcdepasa, raMma-raloTaMunTpaHdepasa, XoNiecTepuH,
wenoyHas Qocdarasa), nabopaTopHble MCCNeAOBaHUS Ha
npeaMeT TNIMCTHO-Napa3vTapHOM WHBa3uM (ackapupos,
TOKCOKapo3, OMMCTOPX03, TPUXUHENne3, nAMbAMOo3, 3xu-
HOKOKKO03), BHYTPUKIIETOYHbIE MHGDEKLUMM (MpOCTON repnec
[ n Il TMna, ToKconna3Mo3, uMToMeranosupyc, renatut B, C,
BMpYC MMMyHoAeduMUmTa YenoBeKa (BUY), cudmnuc; onpepe-
JleH1e, KpoMe YNoMSHYTOro paHee Kanbums 1 hocdopa, Tak-
e ApYruX MUKPO3/IEMEHTOB: MeIM, MarHus, HaTpus, Kanus,
xnopa; uccneposaHne C3 u C4 KOMNOHEHTOB KOMMNEMEHTA.
OTKNOHEHMIA OT HOPMbl B MEPEYMCIIEHHBIX MCCNEL0BAHUAX
He BbISIB/IEHO.

Mo pe3ynbTataM npoBefeHHOro 06cnefoBaHMsA CTano
04eBMAHBIM, 4TO reMaTofioryeckas natosorus He Tpebyet
pacluMpeHus reMatofnornyeckoro obcnegosanus. TaxecTb
COCTOSIHMS MaLMEHTKW, HeBPOJIOrMYecKas CUMMTOMATUKA,
ObinM BbI3BaHbI BbIpaXKEHHbIMU MeTabonmueckumMmu uUsme-
HeHUsIMM, HapyLleHaMKu GochopHo-KanbLmeBoro obMeHa,
06yCnoBNeHHbIMW 3HAOKPUHHOW naToniorueid. Hanuuue Hes-
PONIOrMYEcKoi cumnToMatuky, uameHennii MPT n 3KI Ha
(GOHEe 3HAUMTENBHOTO CHUMEHWA YPOBHA NapaTMpEOMAHOro
rOpMOHa, runoKanbLyeMun, HapacTatowero ypoBHs KOK
notpeboBanu 3KCTPEHHON rOCMMTaNM3aUMKU B 3HAOKPUHHOE
OTAeJIeHNe C AMarHo3oM «runonapatmpeos». ConyTcTByto-
LuMe NaTonorMm — XPOHUYECKUI TOH3WIIUT, XPOHUYECKas
CTPEnTOKOKKOBas W NaTeHTHast B3b-uHdekums. OcnoxHeHm-
€M ClieflyeT CYUTaTh HOPMOXPOMHYIO, HOPMOLUTAPHYHO, pere-
HepaTopHylo aHeMMUIO.

DOl https://doiorg/10.17816/PED154103-110

B HacTosLLeM cryyae HOPMOXPOMHas aHeMWS, NOCNYKMB-
LUas MPUYMHON NEPBUYHOrO 0BpaLLIeHMs K remMaTosiory, nociy-
KMUna NoBOAOM AN obcrefoBaHus, B pe3ynbTaTe KOTOpPOro
Bbina BbISBNEHa MaTonorus, NoTpeboBaBLLIas IKCTPEHHOrO Ne-
YeHus. [lnarHoCcTMpoOBaHHbIN Y NaLMEHTKY rUnonapaTupeos —
PeAKo BCTpedatolleecs 3aboneBaHue, xapaKTepusyloLeecs
pa3BUTUEM TUMOKanbLeMum, runepdochateMun 1 HeBpono-
TUYECKON CUMMTOMATUKM (MONOKMTENBHBIA CUMMTOM XBOCTEKA,
MPUCTYNbI TETaHWW, cuMnToM Tpycco) [2, 5, 71. KnnHundeckas kap-
TMHa BKJ/IIOYAET pa3Hoobpasne CUMMTOMOB NOPaYKEHNUS HepB-
HOW CUCTEMBI, TaKVUX KaK YyBCTBO CTpaxa, TPEMOp, napecTe3nu
JML, KUCTEN, CTOM, HEBPO3, CHUMEHWUE NaMSATH, CyXOCTb KOXM
[9, 15]. Hannume 3atMx cMMNTOMOB 3aTpyAHSIET AWMArHOCTUKY,
ocobeHHo B AebroTe 3aboneBaHus. MHorve M3 cMMMTOMOB
0TMeYanuchb y NaLMEeHTKW W, BeposiTHee BCero, bbinm npo-
fBNEeHWeM runonapatvpeosa. Kpome Toro, bbiim guarHoctu-
POBaHbl XPOHUYECKWE 0Yaru CTPENTOKOKKOBOW WM NaTeHTHOM
B3b-nHbekumn. KnuHuueckne nposBNEHMS MHTOKCHMKaLWK,
MapKepbl BOCMaNneHUs B KIIMHUYECKOM aHanu3e KpoBM YKasbl-
BalOT Ha OCTpbIii BOCMANMTENbHbINA NpOLeCC, Npe/LLecTBoBaB-
LM 0BpaLLieHnto K remMatonory. AHeMuIo 3[ecb Hafo paccMa-
TPMBaTb KaK CieCTBUE BOCMANIUTENBHOMO NPOLIECCa, KOTOpbIi,
KaK M3BECTHO, CITYXKUT OJHMM W3 TPeX KNacCUYeckux nartore-
HETUYECKUX MexaHWU3MoB pa3suTusi AXB, Hapsgy ¢ UMMyHo-
NaTonorMyeckMM 1 omyxonesbiMW 3aboneBaHusamm [1, 3, 4.
Ha aKkTvBHbII BOCManuTesbHbIA NpoLecc B AaHHOM Cliydae
YKa3blBanM He TONbKO MPOSIBNEHNS MHTOKCUKaLMK (MMxopag-
Ka, NapaK/IMH1YECKVe NOKa3aTeN akKTMBHOCTU 10 0bpalLeHms
K rematosiory), Ho 1 yckopeHHas CO3, TeHAeHUMS K HeMTpo-
(unesy, nosbiweHHbIN ypoBeHb CPB, JIAT, a Takke ACJIO.
MoBbILLEHHbIN B TaKWX Cy4asx YpOBEHb MPOBOCMANUTENbHbIX
LIMTOKVMHOB OMpeaesnsieT HapyLLeHWe aKTUBHOCTU 3pUTPOMN033a
C pasBMTMEM HOPMOXPOMHOM HOPMOLMTApHOW aHEMWUW.
B T0 e BpeMs ene3o ChbIBOPOTKM KPOBU Ha (hOHE MHEK-
LIMOHHO-BOCMaNMTENbHbIX NMPOLIECCOB BIOKMpyeTCs B OpraHax
MMMYHHOI CUCTEMBI, U €ro YPOBEHb B CbIBOPOTKE KPOBM Na-
LIMEHTKY, COOTBETCTBEHHO, OKA3a/iCsi CHUXeEHHbIM. Hanmnume
HOpMarbHOro NoKasaTens 06LLeli Xene30cBA3bIBALOLLEN CMo-
cobHOCTM CBMAETENBCTBOBANO 06 OTCYTCTBMM abComoTHOro
UCTUHHOTO enesofeduuumta. [ceBpoxenesopeduuutHoe
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COCTOSIHME MOXKET MPUBOAMTL B JaNbHeMLLeM B MOAO0BHbIX
CIy4asix K pasBUTUI0 MUKPOLMTO3a U TMMNOXPOMMM SpUTPOPLIM-
T0B. Ha3HaueHHas 6e3 Jo/mKHbIX OCHOBaHMIA GeppoTepanus
He AaeT NOOMKMTENbHBIX Pe3ysbTaToB. B HaweM HabnoaeHmn
cuaeponeHus Obina afleKBaTHO OLEHeHa, M He paccMaTpuBa-
Nacb KaK 3TUOJIOrMYecKmin GaKTop aHeMMU.

3AKJIKYEHUE

MpeAcTaBeHHbIM AWMArHOCTUYECKMIA CNyYal HarnsgHo
NoATBepXAaeT HeobX0AUMOCTb UHAMBMAYANBHOMO MyNbTU-
AVCLMNIMHAPHOTO MOAXOAA K AMArHOCTUKE aHEeMUYEeCKMX
COCTOSIHUIA, AEMOHCTPUPYET MPUHLMN  KOMNEeranbHoCTy
W NPEEMCTBEHHOCTMU B AIeATENIbHOCTY CMEeLManucToB pasHoro
npodunsa He3aBUCMMO OT TOrO, K KaKoMy crieumanucTy bbino
BbIMNOIHEHO NEPBUYHOE 0bpaLLeHMe.

AOMO/IHUTE/IbHAA UHOOPMALIUA

Bknap, aBTOpPOB. Bce aBTOpbl BHeC/n CYIJ.I.ECTBEHHbIﬁ
BKNnan B pa3p360TKy KoHuenuuu, npoeeneHue uccnenoBaHuA
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M MOArOTOBKY CTaTbi, MPOYNM M OA00PUIN (UHANBHYI0 BepCUto
nepeg nybnaukaumen.

KoHdnukT wmHTepecoB. ABTOpbl AeKnapupylT OTCyTCTBUE
SIBHbIX UM MOTEHLMANbHBIX KOH(OMKTOB MHTEPECOB, CBSA3aHHbIX
C NybnMKaLmelt HacTosLLel CTaTby.

WcTouHuk dmHaHcupoBaHUs. ABTOpbI 3a8BNIAIOT 06 OTCYTCTBUM
BHELLHero GuUHaHCMpOBaHWUA MpU NPOBELEHUN UCCIIEA0BAHMS.

WHdopmupoBaHHoe cornacue Ha nybnukaumio. He Tpebyetcs.
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Napanuy Ipba npu popoBoit TpaBMe
(MpoekT KNMHUYECKUX peKOMEeHAaLMUN)
[.0. MBaHoB, A.B. Manbuumk, M.H0. ®omuHa, A.E. MoHaTULwKH, A.B. MUHUH

CaHKT-leTepbyprcKuii rocyAapcTBEHHbINA NeAUaTPUYECKUIA MeAULIMHCKIIA YHUBepcuTeT, CaHKT-leTepbypr, Poccus;

AHHOTALUMA

B cTaTbe npeacTaBneH NPOeKT KIMHUYECKUX PEKOMEHAALMIA N0 AMarHOCTUKE M ieYeHuto napanuya 3pba npu poLoBoi TpaBMe.
[laHHble pekoMeHaaUmMn NpefHa3HaueHbl Ans Bpayen poA0BCNOMOraTeslbHbIX YUpeXAeHUid U HanpaBieHbl Ha obecneyeHne
MHMOPMALMOHHOI NOALEPIKKM NPUHATUS BPAYOM PeLLEHUI B Cllyyae pOA0BO TPaBMbl, @ TaKXKe MOBLILLEHME KayecTBa OKa-
3aHMA MeMLIMHCKOM MOMOLLM MauMeHTy. PeKoMeHAaumMM COOTBETCTBYIOT MOCAEAHMM Hay4YHbIM AaHHBIM MO TeMe, a TaKkKe
COAepIKaT MHMOPMaLMIo, KOTOpas HOCUT NPUKIAAHON XapaKTep ANs NPaKTUYeCKON feATeNlbHOCTH. HacTosme npaKTuyeckme
PEKOMEHAALMM NPeIaraloTcs K 06CyKaeHMI0 00LLeCTBEHHOCTM U B MOJIHOM BMAE pa3MeLLeHbl Ha cainTe MuHagpasa Poccum.
B pekoMeHaaumsx copmepuTca MHMOPMaLMOHHas cnpaBka 0 mapanude 3pba npu poJoBoii TpaBMe, BK/IOYatoLWas B cebs
onpeneneHne, 3TMONOMMI0 M naToreHe3 3aboneBaHus. [peacTaBneHbl TpU BapuaHTa KnaccuduKaumm poAoBOro TpaBMaTu-
YECKOro MOPaXKeHWs NJIEYEBOro CMIETEHUS: MO PacNpPOCTPAHEHHOCTM, MO TSKECTW MOBPEXAEHNS HEPBOB W MO BbIPaXKEH-
HOCTM nape3a. MoapobHO paccMOTpeHa KMHUYeCKas KapTuHa 3aboneBanus. [1s AnarHoCcTMKKU 3aboneBaHust npeasaraeTcs
anroput™ (UM3nKanbHoro 06cnefoBaHUs U NPUMEHEHNE MHCTPYMEHTAIbHBIX METOA0B MUCCe0BaHNs: MarHUTHO-Pe30HaHC-
HOM ToMorpaduu, yNbTpasBYKOBOE, pPeHTreHorpaduyecKoe U aneKTpoMuorpaduyeckoe mccnefoBanmus. [laHbl peKoMeHaa-
UMM MO KOHCEPBATUBHOMY JIEYEHMIO MATONOMMW U MPUMEHEHMIO (U3MOTEPANeBTUYECKMX U PeabUiMTALMOHHBIX METOAMK.
lpeanoxeH anroput™M AencTBMiM Bpada U MH(OPMALMOHHAA cnpaBKa 0 3aboneBaHWW Ans MHPOPMMPOBaHMSA poauTeNen na-
umeHTa. PeKoMeH[aLUMW NpUBOAATCA C YHETOM YPOBHSA YDeaMTENbHOCT PEeKOMEHLALMIA 1 YPOBHS JOCTOBEPHOCTM [0Ka3a-
TeNbCTB.

KnioueBble c/ioBa: HOBOPOXKAEHHbIE; POA0BasA TPaBMa; napanuy Ipba; TpaBMaTUYECKOE MOPaXKeHWUe MeYeBoro CrieTeHus;
[IMarHOCTUKa; JIeYeHue; NPaKTUYECKMe PEKOMEHAALMM; KITMHUYECKIME PeKOMEHZALIMM.
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Erb palsy due to birth injury
(a draft of the clinical recommendations)

Dmitry 0. Ivanov, Alexander B. Palchik, Maria Yu. Fomina,
Andrey E. Ponyatishin, Alexey V. Minin

Saint Petershurg State Pediatric Medical University, Saint Petersburg, Russia;

ABSTRACT

The article presents a draft of clinical recommendations for the diagnosis and treatment of Erb palsy in birth injury.
These recommendations are intended for physicians of maternity hospitals and are aimed at providing information sup-
port for decision-making by a doctor in the event of a birth injury, as well as improving the quality of medical care to
a patient. The recommendations correspond to the latest scientific data on the topic, and also contain information that is
of an applied nature for practical activities. These practical recommendations are offered for public discussion and are
posted in full on the website of the Ministry of Health of the Russian Federation. The recommendations contain an infor-
mation note on Erb palsy in birth injury, including the definition, etiology and pathogenesis of the disease. Three types
of classification of generic traumatic lesions of the brachial plexus are presented: by prevalence, by severity of nerve
damage and by severity of paresis. The clinical features of the disease are considered in detail. To diagnose the disease,
an algorithm of physical examination is proposed, and the use of instrumental research methods: MRI, ultrasonic, X-ray
and electromyographic studies. Recommendations for the conservative treatment of pathology and the use of physio-
therapy and rehabilitation techniques are given. An algorithm of the doctor’s actions and an information certificate about
the disease are proposed to inform the patient’s parents. The recommendations are given taking into account the level
of credibility of the recommendations and the level of reliability of the evidence.

Keywords: neonates; birth injury; Erb palsy; traumatic lesion of the brachial plexus; diagnosis; treatment; practical
recommendations, clinical recommendations.
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MPOEKTbI KIHNYECKIX PEKOMEH AL

1. KPATKASI UHOOPMALIUSA 110
3AB0JIEBAHUIO UJIU COCTOSIHUIO
(TPYNMbl 3ABOJIEBAHUIA UM
COCTOSIHUIA)

1.1. OnpepeneHue 3aboneBaHMs WM COCTOSHMA
(rpynnbl 3a6oneBaHuit MM COCTOSHUM)

PopoBasi TpaBMa — 3T0 MOBpPEXAEHWE OpraHoB BCNef-
CTBME MEXaHW4EeCKMX NpU4MH Bo Bpems poaos [1, 2].

lMopaeHWe Nne4yeBoro CrieTeHWs 03HayaeT cnabocTb
AW NOJHBIA Napanuy MbILLLL MIEYEBOro CMJIETEHNS, TO eCTb
MBbILLL, WHHEPBUPYEMBIX HEPBHBIMW KOPELUKaMM LIeWHOro
YTONLLEHNUS CNUHHOrO Mo3ra (C5—C8) u KopeLlukoM rpyaHoro
oTaena cnuuHoro mosra (Th1).

Mapanuy 3pba (3pba—[towweHHa, 13) 3aKkntoyaeTcs B cna-
bocT oTBefeHUs (OENbTOBUAHOW MbILULbI, YPOBEHb Cer-
MeHTapHON WHHepBauun — Cb) u HapyHoi potaumn (C5),
crubaHus B NOKTEBOM CycTaBe (AByrnaBas MblllLa Mieya,
nneyenyyesas Mbiwua, C5, C6) u cynuHaumm (buuenc, cy-
nuHatop, C5, Cé), a TaKkKe HENoMHOM CTeneHn pasrnbaHms
3ancTbs U NanbLes (pasrubaTteny 3anscTba U AJIMHHbIX pas-
rubatenen nansues Cé, C7) [2].

1.2. 3tmonorua u nartoreHes 3aboneBaHus WM
coctosHua (rpynnbl 3aboneBaHUM UK COCTOSAHUM)

PonoBylo TpaBMy B LieIOM paspensioT Ha CMOHTaHHYIO,
BO3HMKaIOLLYH MY 06bIYHO NPOTEKaLLMX POAaX, M aKyLuep-
CKY!0, BbI3BaHHYI0 MEXaHUYECKUMU [LEeNCTBUSMM aKyllepa
(Lwmnubl, Tpakumm, nocodus u aop.) [1].

PonoBas TpaBMa nneyesoro cnnetenus (PTINC) BosHMKa-
€T B pe3yNibTaTe pacTAXKEHWUS MIeYeBOro CrETEHNS, KopeL-
KM KOTOPOr0 BXOAAT B LUEMHBIA OTAEN CMIMHHOMO MO3ra uin
ncxofsT u3 Hero. bokoBas Tpakums, MpuBOAALLAs K 3TOMY
Mopa<eHWIo, MOXeT BObITb 3HLOreHHOM BCneacTeue brome-
XaHWKM COKpaLLiEHNs MaTKU (Ype3MepHO CUNbHOE U3THaHWe)
WM 3K30reHHOM (0C0BEHHOCTU NPOXOXAEHME rONOBKY N0Aa
Yepe3 pOLOBbIE MyTH), MY 3TOM OTMEYAT DOMbLLMIA BKNAS,
B TPaBMy 3HAOreHHbIX dakTopos [3].

Mpy 3TOM TpaKuMs 3aTparvBaeT NeYyo NpuU POXAEHWM
rOJI0BKM NpM Ta30BOM MpejJIeXaHun nioja v rosioBKy npu
MosIBNEHWM Meya Mpu roI0BHOM NpeaseKaHum.

BepxHue KopelKu nneyeBoro nojsepxeHbl 60bLemy
MOpayKEHW0, OAHAKO MPU BbIPAXKEHHOW TPaKUMK CTpafalT
BCE KOPELUKY 1 BO3MOKEH NOJHbIA (TOTaNbHbIN) napanuy.

OTHOCMTENbHO peaKo BCTPeYaeTcs BHYTpUYTpobHOe pas-
BUTWE NOBPEXJEHNUSA NIEYEBOr0 CMIETEHUS BCIIELCTBUE aHO-
Manui NONOXKEHUS NN0AA UM CTPOEHUSA MaTKM, BPOXKAEHHBIX
MOPOKOB LUEMHbIX MO3BOHKOB, BPOXAEHHbIX OMyX0Nen Uim
HEM3BECTHbIX BHYTPUYTPOOHBLIX dakTopoB [4—13].

MpefcTaBneHHbIe BbILLE MEXaHU3Mbl BTOPUYHbI M0 OTHOLLIE-
HUI0 K aKylLepckuM (hakTopam M KpynHbIM pa3MepaM Miofa.

K aKywuepckuM dakTopaM OTHOCAT KaK MOJOKEeHWe Mio-
Aa, buoMexaHuKy, TaK U pyrue ocobeHHOCTM mpoliecca po-
po. [12-19].
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AHoMarnbHble BHYTPUYTPOOHbIE NPEeLeXaHNs 0TMeYeHbI
B 96 % poxaeHus AeTei C TpaBMaMu NJ1e4YeBOro CrieTeHus:
(14 % — sroguyHble, 42 % — 3aTbiNOYHbIE: 3a[HWUIA U NO-
nepeyHbli BuAbI). [pn 3TOM 3acTpeBaHue (aucTouns) nneye-
BOro cycTaBa oTMeyeHo B 51 % pofioB B 3aTbiI04HOM Npes-
nexanum u 30 % — aroguurom [17, 20-24].

Mapanuy nneyeBoro crneTeHmus B 45 pas vallle 0TMeYaeTcs
y LleTeil ¢ Maccoii Tena npu poxaeHumn bonee 4500 r no cpas-
HEHWIO C HOBOPOXEHHBIMM C Maccoi Tena MeHee 3500 r [25].

Cpean dakTopoB pucka popmuposanusa PTIIC Boigens-
10T BHYTPUYTPODHYIO MMMOKCUIO C Aenpeccuent nioaa B 44 %
C/ly4aeB M OLEHKY Mo WKane Anrap Ha 1-i MuHyTe MeHee
4 6annos B 39 % [20].

MynbTULEHTPOBLIE UCCNEL0BaHMS MOKa3bIBaKIT, 4To haK-
TOpOM, npenATcTBytowmM passutuio PTIC, aensetca Kecape-
BO ceyeHue [26].

1.3. 3nuaemuonorus 3aboneBaHuss UM COCTOSHUSA
(rpynnbl 3a6oneBaHnii MK COCTOSHUM)

PTNC sctpeyaetca ¢ yactoton ot 0,5 po 4,0 Ha 1000
YKMBOPOXKAEHHBIX [7, 27-29].

KommeHTapui. [okasatenu 3abonesaeMoctu [13 Bo
MHOIOM 3aBMCAT OT KPUTEPUEB MOCTaHOBKM AnarHosa. B co-
OTBETCTBUM C PAKOM MOP(ONIOMUYECKUX U KIIMHUYECKUX KpU-
Tepues [30] nposBNIEHMA TPaBMATUYECKOT0 MIEYEBOr0 MeK-
CUTa OTHECEHbI K POJ0BOM TPaBMe LUEMHOMO OTAENA CMIMHHOMO
MO3ra, 04HaKO MHTEpMpeTaLms 3TUX Kak MopdOoormyecKux,
TaK U KIMHWYECKMX MPU3HAKOB B KauecTBe MaHubecTaumm
CNUHaNbHON TPaBMbI ocrnapuBaeTcs [2].

1.4. OcobeHHoCTU KopmpoBaHus 3aboneBaHus unu

cocTosiHuA (rpynnbl 3aboneBaHWit MNKU COCTOSIHUM)

no MexAayHapogHOM CTaTUCTUYECKOW Knaccuduka-

umu 6onesHen U NpobneM, CBA3aHHbIX CO 340pPOBLEM
P14.0 — Mapanuy 3pba npu pofoBoi TpaBMe.

1.5. Knaccudmkauma 3abonesaHus uim coctosiHUSA
(rpynnbl 3abonieBaHUM UNK COCTOSIHUM)

PonoBoe TpaBMaTMYecKoe MopaKeHWe Nie4eBoro cre-
TEHUs KaccMdULMpYIOT MO pacnpoCTPaHEHHOCTU: Mopae-
HWe BepxHuUX oTaenos nneyesoro cnnetenus (C5-C7: napes
Jpba-[iowenHa); HuxkHUX otaenos (C8-Th1: napes Kntomn-
Ke—[lexepuHa), ToTanbHOE MOpa)keHue NeyeBoro crieTe-
Husa (C5-Th1: nape3 Kepepa) [1, 2, 30].

Mo TeyeHMo BbIAENAKT OCTPLIN Nepuog (10 3 Hed,), paH-
HWIA BOCCTAHOBMTESbHBIA NOAOCTPLIA (0T 3 Hed. Ao 3 Mec.),
Mo3[HWiA BocCcTaHOBUTENbHLIN (Bonee 3 Mec.) [31, 32].

Mo TsKecTM NoBpexaeHUs HepBOB cnieTeHus audde-
PEHLMPYIOT 5 CTeneHe:

| (Helponpakcusa) — Qu3nonoryeckoe nepeceyeHue,
HeT BaJlIepOBCKON AereHepaumm, 6asanbHas MembpaHa uH-
TaKTHa. TpaHCMOPT N0 aKCOHaM HapyLLeH;

Il (aKCOHOTME3MC) — NMOBPEXEHNE aKCOHOB C COXPaHEH-
HbIMW NOAJEPHMBAIOLLMMI CTPYKTYpaMm (BKITt0Yas 3HLOHEB-
pui). HabniopaeTca BannepoBcKas AereHepaums;
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Il cTeneHb — noBpeXAeHWe 3HLOHEBPHS, HO IMMHEBPUIA
¥ NEPUHEBPUI COXPaHEHI;

IV cTeneHb — nepepbIB BCeX HEPBHBIX ¥ NOALEPKUBal0-
LLUMX CTPYKTYP. INMHEBPUI CoxpaHeH. Heps 00bI4HO BbIrAANUT
OTEYHbIM W YBESINYEHHBIM;

V cTeneHb — MoJiHOe nepeceyeHne HepBa UK aesopra-
HU3auMs ero pybLOBOM TKaHbIO.

Mo cTeneHu TseCTV Napesa, Bbl3BaHHOMO POA0BOI TPaB-
MO NNEYEBOro CMNIETEHNUS, BbIAENAIOT:

JNlerkun (MbllweyHas cuna no Lkane bputaHckoro meau-

LIMHCKOro coBeTa 4 banna),

+ yMepeHHbI (MblleyHas cuna no Lkane bputaHcKoro

MeaMUMHCKOro coseTa 3 banna),

*  BbIpaXeHHbIA (MblleyHas cuna no Lkane BputaHckoro

MemumHcKoro coseta 0-2 6anna) [33].

1.6. KnuHuuyeckas KapTMHa 3aboneBaHus uau
coctosHua (rpynnbl 3aboneBaHMM UM COCTOAHUM)

Y HoBopoxaeHHbIX feteii ¢ PTIC B 90 % cnydaes BoBne-
YeH NMPOKCUMabHbIN OTAEN BEPXHEN KOHEYHOCTH, YTO COOT-
BETCTBYET MOHATMIO «napanuya Ipbax» unm «pacnpocTpaHeH-
Horo» M3 (c pasBuTMEM cnabocTv pasrubateneii 3ansacTbA)
[7, 15, 20, 29, 34-37].

Okono 10 % cnyyaeB cocTaBfisieT TOTaNbHbIA Napanuy,
M30/IMPOBaHHBIN AUCTanbHbIA Nape3 KntoMmke, onvcaHHbIN
MpyW NieyeBbIX MAEKCUTaX Yy B3POCHbIX, Y HOBOPOXAEHHbIX
(aKTnyeckn He BcTpeyaetca [2]. OnucaH 1 cnyyaii u3 57 Ho-
BOPOXAEHHBIX C TPAaBMOM MNIEYEBOr0 CMNIETEHUS W30IMpO-
BaHHOr0 AucTanbHOro napanuya [38].

Haubonee TMNMYHBIM ABNSETCA MOpaXKEHWE KOPELLKOB
C5-Cé (bonee 50 % cnyuaeB), pexe BOBNEKAETCA CETMEHT
C7 15, 391.

Mpy TOTasbHOM MOBPEXAEHUM MNIEYEBOr0 CMNIETEHUA
y4acTBYIOT KOpeLUKU, ucxoasme u3 cermeHtoB C8-Th1.

Mpu «pacnpocTpaHeHHOM» MOBPEXAEHUN HapyLleHa
QyHKumsa amadparmel (5 % cyyaes), MOCKOMbKY ee MHHep-
Baums npoucxoamt u3 cerMenToB C3—C5 (B ocHoBHOM C4).

Mpu nopaeHum KopeluKka Th1 Bo3MokHO hopMuUpoBaHMe
cuHapoMa bepHapa—TopHepa (CBI) (nT03, M103, 3HOdTaNbM,
HapyLUeHWe 00pa3oBaHmMs NUrMEHTa pajyKKU Ha CTOPOHe no-
pakeHus) [40].

KnuHuueckne nposenenus PTIC 3akntovaoTcs B Ha-
pyweHun GyHKUMM Mblll, raybokux pednekcoB M pspa
pedneKcoB HOBOPOXIEHHBIX, @ TaKKe PacCTpPOWCTB YyB-
CTBMTENBHOCTU U BETeTaTUBHOW MHHepBaLWK. [IBuUraTenbHble
paccTpoiicTBa npeobnafaloT Haf YyBCTBUTENbHBIMM (B CBA3M
C NEepeKpbITUEM YHKLUMW CEHCOpHbIX AepMaTomoB). B 5 %
Clly4aeB OTMEYaloT [BYXCTOPOHHee nopaxenue [5, 15, 16,
36, 40, 41].

Mpu N3 passuBaeTcs cnabocTb 0TBEAEHNUS U HAPYXKHOW
poTaumu nieya, crubaHus v cynuHauuu B JIOKTEBOM CyCTa-
BE, MEHSIOLMECS MO MHTEHCUBHOCTM pasrmbaHus 3anscTbs
W NanbLeB, NPU COXPaHEHUW OTBELEHUS U BHYTPEHHEN poTa-
LuK, pa3rnbaHus U NpoOHaLMK JIOKTEBOrO CycTaBa, crubaHue
3anAacTbs U NanbLeB (Mo3a «4aeBble oduLMaHTa»). CHUKeEH
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WNN OTCYTCTBYIOT BULMNUTanbHBIN pedneKc, | dasa pednekca
Mopo, coxpaHeH BepXHWii XBaTaTesibHbIN pediekc. CHKeHa
bonesas yyBcTBUTENBHOCTL [2]. Peako (B 3 cnyyasx u3 55)
0TMeYeH napanuy guadparmel [20].

Mpun TotancHon PTIIC napanuy pacnpocTpaHseTca M Ha
BHYTPEHHME MBbILULbI KUCTU (M3-33 BOBJIEYEHUS KOPELLKOB
cerMenToB (8, Th1). B Takux cnyyasx OTCyTCTBYeT XBaTa-
TeNbHbIM pedneKc, oTMevalTcs bonee BbipaXeHHbIe YyB-
CTBUTE/IbHbIE HapYLUEHUS BCIELCTBUE MOTEPU NEPEKpPLITUS
CEHCOPHOW MHHEepBaLMK

CBI' Bctpeyaetca npuMepHo y 30 % HOBOPOMXAEHHBIX
C TOTanbHbIM MOpaeHneM nneyeBoro cnnetenms [15, 20,
34-36].

C PTMC y HOBOpOX[EHHOrO accouMMpoBaHbl Apyrue
TpaBMaTU4eCKMe NOBPEXAEHUS: NepenoMbl Kitoumubl (10 %),
nepesioM nneyesoii kocv (10 %), noasbiBux nieya (5-10 %),
noABbIBUX LUEWHOro 0TAena no3BOHOYHMKA (5 %), weiHas
TpaBMa CrmHHOro Mo3ra (<5 %) 1 napanuy nMueBoro Hepea
(10 %) [15, 22, 35, 38, 42, 43].

2. IUATHOCTUKA 3ABOJTIEBAHUA U
COCTOAHKA (TPYNMbl 3AB0JIEBAHUK
WS COCTOAAHUM), MEAULIUHCKUE
MOKA3AHUA U NPOTUBONOKA3AHUA
K MPUMEHEHWUIO METO/10B
AWUATHOCTUKH

2.1. XXanobbl U aHaMHe3

+ PekoMeHpyeTcs U3y4nTb aHaMHE3 MaTepu, TeueHme bepe-
MEHHOCTM 1 POAOB AMHAMUKY COCTOSIHUA HOBOPOXAEHHOMO
pebeHKa C Liefbi0 BbIIBNEHUS 3HL0- W 3K30TeHHbIX (aK-
TopoB pucka passutus PTIC y HoBopoxaeHHoro [12-19].
YpoBeHb ybeputenbHocTM pekomenpaumii C (ypoBeHb

[0CTOBEPHOCTU [,0Ka3aTeNbCTB — 4).

KomMeHTapuit. cM. pasgen 1.2.

+ PekoMeHpyeTcs onucaTtb xapaKTep WU AUHAMUKY COCTOS-
HUs MIafeHLa co CioB MaTepu W obciyKuBatoLLLero nep-
COHarna c MOMeHTa poxaeHns pebeHKa ¢ Lenbto onpefe-
neHus TeyeHusa 3abonesanus [1, 2, 30] (cMm. pasgen 1.2).
YpoBeHb ybeauTenbHOCTU pekomeHpauuii C (ypoBeHb

[0CTOBEPHOCTW [0Ka3aTenbCTB — 9).

KomMeHTapuit. cM. pasgen 1.2.
2.2. ®usmukanbHoe obcnepoBaHue

+ PekomeHpyeTcs npoBefeHue BM3yanbHOro 0CMOTPa
TepaneBTUYECKOro HOBOPOXAEHHOrO pebeHKa C LeNbio
BoisBneHns PTIC v onpeneneHus ganbHemLlen TaKTUKK
BeAeHus 1 Tepanum [1, 2, 30].

YpoBeHb ybeamTenbHOCTU pekomeHpauuii C (ypoBeHb

AOCTOBEPHOCTM [10Ka3aTeNbecTe — ).
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KomMeHTapuii. BusyanbHblii ocMoTp TepaneBTUYeCKMI
HOBOPOXJEHHOMO C TPAaBMAaTMYECKUM M/1e4eBbIM NIEKCUTOM
BKJ104aeT B cebs:
 OMnpefeseHne YpoBHSA CO3HaHMA (HopMasnbHoe, CTyrmop,

KoMa);

*  onpefenieHu e peakumuu Ha ocMoTp (HopManbHas, BO30Y-
LeHUe, YTHETEeHMeE);

+  OCMOTp yepena (Hanuuyme 3KCTPaKpaHMalbHbIX FeMaToM,
MOBPEKAEHWI LIEIOCTHOCTM KOXM, KPOBOMOATEKOB, CO-
CTOSIHME LIBOB W POLHUYKOBY);

*  OLIEHKY COCTOSIHUS| HEPBHOW CMCTEMbI: CMOHTAHHAs aKTUB-
HOCTb, aKTUBHBII (M03a) M MaCCUBHBIN MbILLEYHbIN TOHYC,
rnybokue pedneKchl, pedneKcbl HOBOPOXKAEHHBIX, LLE-
HO-TOHMYECKME W NabUPUHTHble pednieKchl, BeretTaTme-
HblA CTaTyC, KpaHWambHY0 MHHEPBaLMIO, HaNUuMe Wim
0TCYTCTBME Tpemopa U cypopor (ocoboe BHUMaHWe Heob-
XOAMMO YAENUTb NOABUIKHOCTY, COCTOSHUK MbILLEYHOMO
TOHyca [44, 45] n pedneKTOpHOI AeATENLHOCTH CO CTOPO-
Hbl OT/J,€JI0B NJieYeBoro nosca v wewu) (tabn. 1);

*  OLEeHKy 60/1eBOI YyBCTBUTENBHOCTU U 601EBOTO CMHAPO-
Ma, 0cobeHHO B nne4yeBoM nosice (Tabn. 2);

+  OCMOTP KOXMW U BULUMBIX CIIU3UCTbIX 0D0/I0YEK C OLIEH-
KO CTENeHM WX BNeJHOCTM, HANMUMA CTEMEHN JKENTYXM,
CTeneHn ruapatauu, BbISBNEHWE KOMKHBIX BbIChINAHWIA,
remMopparmyeckux NposBIEHWNA, HapyLeHne MUKpPOLMp-
Kynauuu;

*  MepKYCCHIo W ayCKymbTauMio JIETKUX M cepaua, Uccnemno-
BaHue NynbCa;

+  MNanbnauuio XuBoTa;

+  OCMOTP HapyHbIX MOOBbIX OPraHoB;

*  BbISIBNIEHME BUAMMbIX MOPOKOB PasBUTHSA, CTUrM AW33M-
bpuortesa.

2.3. JlabopaTopHble fMarHoCTM4eCKMe UCCe0BaHUA
He npumenumo.

Tom 15,N0 4, 2024

Meavatp

2.4. NHcTpyMeHTanbHble AUarHOCTUYECKMe Uccneao-

BaHUA

 HoBopoxpaeHHoMy pebeHKy ¢ PTIC pekoMeHayeTcs npo-
Be/1eHWe MarHUTHO-pe3oHaHcHoM ToMorpadum (MPT) wen
1 BepXHeii KOHEYHOCTH (MyieyeBoro nosica) ¢ LieSibio BbisiB-
NeHus NCeBAOMEHUHIOLeNe BCNELCTBME YaCTUYHOTO UK
MOJIHOrO pa3pbiBa MM OTPbIBa KOPELLKOB [35, 48-56].
YpoBeHb ybepuTenbHocTM pekoMeHpauuii C (ypoBeHb

[0CTOBEPHOCTU [,0Ka3aTeNbCTB — 4).

KommeHTapwmiA. lpoeneHne MPT 3aBucuT 0T BO3MOXK-
HOCTel MeMUMHCKOI opraHu3aumum (MO).

+ HoBopoxaeHHoMy pebenky ¢ PTTC pekoMeHAayeTcs npo-
Be[leHMe YNbTPa3BYKOBOr0 WUCCNEAO0BaHNUSA JIETKUX C Lie-
JbH) BbIAIBJIEHWSA BLICOKOTO pa3MeLLeHus auadparMbl Ha
CTOpOHe nopaxKeHns u deHoMeHa «Kadenen» npu fo-
MOJIHUTENBHOM MopaxKeHun auadparmansHoro Hepsa [2].
YpoBeHb ybeauTenbHocTM pekoMeHpauuii C (ypoBeHb

[0CTOBEPHOCTW [0Ka3aTeNnbCTB — 9).

KomMeHTapuiA. MpoBeaeHne ynbTpa3ByKOBOr0 UCCeno-
BaHWSA NErKUX 3aBUCUT OT Bo3MoxkHocTen MO.

« HoBopoxpaeHHomy pebeHky c PTIC pexkoMeHgyetcs
nposefeHue anexkTpommorpadum (3MI) HaKoxHoI nocne
2 Hepd. XM3HW C LeNblo BbiSBMEHUSA [AeHepBaLuuv B BUAE
dubpunnsaumii [15, 34-37, 56].
YpoBeHb ybepuTenbHoCTM pekoMeHpaunii C (ypoBeHb
[0CTOBEPHOCTW [0Ka3aTeNnbCTB — 4).

KommeHTapwmiA. [lpoBeaeHme aneKTpoMmorpagum Hakox-
HOW 3aBUCUT 0T Bo3MoxHocTen MO.

 HoBopoxpaeHHOMy pebeHKy ¢ pof10BO¥ TPAaBMOM Nile4eBo-
ro CMNeTeHNs PEKOMEHAYETCS NPOBEeLieHNe PEHTTEHOrpa-
(Gum WenHoro oTaena NO3BOHOUHMKA, KIHOYMLL, NIeYeBO
KOCTW, FOJIOBKM NMNIeYeBON KOCTU W NJIeYeBOro cycTaBa

Tabnuua 1. LLIKana oueHKm ypOBHEﬁ [0CTOBEPHOCTW [,O0Ka3aTesIbCTB AJ1A METOA0B ANArHOCTUKU (IMarHoCTUYECKUX BMELLIATeNbCTB)

Table 1. Medical Research Council sum score (MRCss)

Bannbl / Scores

Mokasatenu/ Parameters

0 Cokpaluenus otcyteteytoT / Complete paralysis
1 HaMek Ha cokpatuenus / Minimal contraction
2 AKTMBHbIE [IBUEHMS NPU yCTPaHeHU cunbl TkecTn / Active movement with gravity eliminated
3 AxtuBHble fBUEHUs npoTuB cunbl TsxkecTn / Weak contraction against gravity
4 AxtuBHble fBueHus ¢ conpoTuBneHneM / Weak contraction against gravity and resistance
b— * HesHauuTenbHoe conpotuenenue / mild resistance
4  yMepeHHoe conpoTuenieHne / moderate resistance
b+ * 3HauuMTesbHOE COMPOTUBAEHME / Severe resistance
5 HopmanbHas cuna / normal strength

[lpumeyanue. MNokasaTenb MbiweyHon cunbl B 0 bannos o3HayaeT nnerunto; 1-2 6anna — BbipaeHHbIN napes; 3 banna — yMepeHHbINn

napes; 4 banna — nerkumn napes.

Note. A muscle strength score of 0 points means plegia; 1-2 points — severe paresis; 3 points — moderate paresis; 4 points — mild

paresis

DAl https://doiorg/10.17816/PED154111-124
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Tabnuua 2. LLIKana oLeHKU ypoBHEl LOCTOBEPHOCTU J0KA3aTeNbCTB As METOLOB AMArHOCTUKM (AMarHOCTUYECKUX BMeLLATeNbCTB) [46, 47]
Table 2. DAN (Douleur Aigue du Nouveau-ne (Acute Newborn Pain)) [46, 47]

Moka3zatenb / Parameter |

XapakTepuctuka / Evaluation

| Bannsl / Scores

CnoxoitHoe / Quiet

XHbIYET, OTKPbIBAET M 3aKpbIBaeT rnasa /
Whines with half-cycle closing and soft opening eyes

BbipaxeHue nuua /
Facial expression

lpuMaca nnaya: ymepeHHas / Crying grimace: moderate
lpuMaca npakTuyecku noctosiHHas / Grimace is almost constant

lpUMaca nnaya*: yMepeHHas, anusopnyeckas /
With a grimace of crying*: moderate, episodic

0
1

N

CnokoitHble, nnaBHble ABvxeHus / Calm or gentle movements

JIBM3KEeHMA KoHeyHocTen /
Limb movements

BripaxeHHoe, nocTosiHHoe BecrokoiicTBo / Expressed, constant anxiety

JInmu3oamnyeckn becnokoncTo™*, ycnokamsaetcs / Occasionally anxiety
YMepeHHoe becriokolicTeo / Moderate anxiety

* %k

He nnavet / Does not cry

Mnay (HeuHTybMpOBaHHbIE) /
Crying (unintubated)

[nuTenbHbIn nnay, «3aBbiBaHusa» / Prolonged crying, “howls”

Mepuoamnyeckue cToHbl / Periodic moans
Mepuoamnyeckuit nnay / Periodic crying

He nnayet / Does not cry

BecnokoliHbin B3rnag / Restless gaze

3KBMBanNeHTLI Nnaya (MHTYO6MpoBaH-
Hele) / Crying equivalents (intubated)

—_ 0w N —m O|lw NN —m Ol w

HecTukynaumm, xapakTepHble AnS NepUoANYecKoro nnava /
Gestures characteristic of periodic crying

HecTukynsumm, xapakTepHble Ans NOCTOSHHOTO niava / 3
Gestures characteristic of constant crying

[pumeyarue: Kaxpabii nokasatenb oueHuBaetcs oT 0 o 4 6annos, Npy 3TOM BbICHMTLIBAIOT CyMMy 6aioB no BceM 4 nokasatensm: 0 — otcyT-
ctaue 6o, 10—13 — BbipaxeHHas bonb. *I'puMaca nnaya — 3a)KMypu1BaHUe rfias, HacynivBaHue bpoBen, HanpsiKeHWe HOCoryBHON CKNaaKMK;
**BeCroKOoNCTBO — Mefla/MpoBaHme, BbITArMBAHME W HAMPSKEHUE HOT, NMaslbLIEB, Xa0TUYHbIE [ABMKEHMA PyK, PacTomMbIpUBaHM1e NasbLEB.
Note: Each indicator is evaluated from 0 to 4 points, while calculating the sum of points for all 4 indicators: 0 is no pain, 10-13 is
pronounced. *Crying grimace — squinting of the eyes, frowning of the eyebrows, tension of the nasolabial fold; **anxiety — pedaling,
stretching and straining of the legs, fingers, chaotic hand movements, spreading fingers.

C Lenblo UCKIIYEHNS acCOLMMPOBAHHbLIX C MNIEYEBbIM

MEKCUTOM KOCTHBIX M3MeHeHwid [1, 2, 55].

YpoBeHb ybeauTenbHoCTM pekomeHpaumii C (ypoBeHb
L0CTOBEPHOCTW [,0Ka3aTeNbCTB — 4).

2.5. NHble auarHocTuyeckue uccnepoBaHus

 HoBopoxaeHHoMy c PTIIC pekomeHayeTcsi KOHCYNbTaLMA
Bpa4a — AETCKOro XMpypra wiu Bpada — TpaBMartosiora-
opTonesa Npu Hanuyuu COMYTCTBYIOLLMX BbIBUXOB W/Uiu
MepesioMoB KITIUMLIbI /MK NeYa C Liesbio NOLTBEPIKAEHNS
[vMarHo3a 1 HasHaueHus afileKBaTHoro JieveHus [16, 55—64].
YpoBeHb ybeamTenbHoCTU pekomeHpaumii C (ypoBeHb

L0CTOBEPHOCTU [,0Ka3aTeNbCTB — 4).

KomMmeHTapuit. cM. pasgen 1.6.

+ HoBopoxpaeHHoMy pebenky c PTIC pekoMeHayeTCs KOH-
CYyNbTaLms Bpaya-HeMpoXupypra npu Hannyum conyTcTay-
IOLLMX BbIBUXOB, MOABLIBUXOB U/UAM NepenoMa LUeiHbIX
MO3BOHKOB C LieNblo NOLATBEPXKAEHNS AUarHo3a v HasHa-
YeHUs afieKBaTHoro neyvenus [16, 55].

YpoBeHb ybeauTenbHOCTU pekomeHpaumin C (ypoBeHb

L0CTOBEPHOCTU [,0Ka3aTeNbCTB — 4).

KomMmeHTapuit. cM. pasgen 1.6.

DAl https://doiorg/10.17816/PED154111-124

3. JIEYEHUE, BKJTIOYAA
MEJUKAMEHTO3HYIO

W HEMEAVWKAMEHTO3HYIO TEPATUN,
AWETOTEPANWUIO, OBE3B0/IMBAHUE,
MEOWLUWUHCKUE NOKA3AHUA

U NMPOTUBOMNOKA3AHUA

K MPUMEHEHWIO METO0B JIEYEHUA

3.1. KoHcepBaTuBHOE NleyeHune

 HoBopoxpaeHHoMy pebeHky ¢ PTIC pekoMeHpyeTcs paH-
Hee HanoXeHue UMMODMIN3ALMOHHON NOBA3KK NpU Ne-
penoMe KoMl Ha YPOBHE BEPXHEl HacTu KMBOTA C Lie-
Jblo NPe0TBpALLEHNs KOHTPAKTYp M Ha YPOBHE 3ansiCTbsl
C Liesblo CTabunmsaumm NosioXeHus KUCTU 1 pyku [15, 34,
36, 56].
YpoBeHb ybepuTenbHOCTM pekoMeHpaunii C (ypoBeHb

AOCTOBEPHOCTM [10Ka3aTeNbeTe — 5).

KoMmeHTapuii. MMMobunmsaums Ha ypoBHe 3ansicTbs
MPOBOANTCS HANOXKEHWEM LUVH.




MPOEKTbI KIHNYECKIX PEKOMEH AL

3.2. Xupypruyeckoe neyeHue
He npumenumo.

3.3. UHoe neyenue

 HoBopoxaeHHOMy pebeHKy ¢ pooBoii TpaBMOi NeyeBo-
ro CreTeHNUs peKOMEeHJYeTCs MaccaX BepXHel KOHEeYHo-
CTV MeLMLMHCKUIA C LieNbio NPeoTBPALLIEHNUS KOHTPaKTYp
W pa3BUTUS BTOPUYHBIX TPOUUECKUX HapyLLeHui [58].
YpoBeHb ybepuTenbHocTM pekoMeHpaumi C (ypoBeHb

AO0CTOBEPHOCTW A0Ka3aTeNbCTB — 9).

KommeHTapwuid. Cpoku, anutenbHOCTb U XapakTtep ¢usu-
YeCKMX BO3ZENCTBUIA C LiesIbi NpefoTBPaLLeHNs KOHTPaKTyp
W Pa3BUTUA BTOPUYHBIX TPOPUYECKUX HapyLLUEHUA NPOTMBO-
peunBbl M0 AaHHLIM PasfyHbIX UccnedoBaHuid. Maccax
BEPXHEN KOHEYHOCTU 3aKJTHYaeTCs B MOMNAXMBaHUM MbILLIL
nneyeBbIX, JIOKTEBBIX, 3aMACTbS U MEJIKUX CYCTaBOB.

4. MEAULUWHCKASA PEABUTUTALUA
N CAHATOPHO-KYPOPTHOE
NNEYEHUE, MEAULUMUHCKUE
MOKA3AHUA U NPOTUBONOKA3AHUA
K NPUMEHEHWUIO METO/10B
MEJULMHCKON PEABUTUTALIUWN,

B TOM YACJIE OCHOBAHHbIX HA
UCMO0/Ib30BAHUU NPUPOAHBIX
NNEYEBHbIX ®AKTOPOB

 HoBopoxaeHHomy ¢ PTIIC ¢ 7-8-ro oHsA U3HM peKoMeH-
Dyl0TCA MHAMBUAYaNbHbIE 3aHATUA NpW 3aboneBaHMsAX
nepudepuyecKoii HepBHOW CUCTEMBI C LieNbio NpesoTBpa-
LLIEHUs] KOHTPaKTYp M pa3BUTUS BTOPUYHBIX TPODUUECKNX
HapywueHwi [15, 34, 36, 56, 57].
YpoBeHb ybepuTenbHOCTM pekoMenpaumii C (ypoBeHb
LOCTOBEPHOCTW A0Ka3aTeNbCTB — 9).

KommeHTapuii. Cpoku, AnutenbHOCTb U xapakTtep ¢usu-
UECKWX BO3LENCTBUM C Lie/bi0 NPeoTBPALLEHNS KOHTPaKTYp
W pasBUTUS BTOPUYHBIX TPOUUECKUX HapYLLEHWA NpOTUBO-
PeumBbl M0 AaHHBIM Pa3MYHbIX UCCELOBaHMIA.

NHavBuayanbHble 3aHATMA Npu 3aboneBaHusx nepude-
puyecKoii HepBHoM cuctembl BenepcTeue PTIC BriovatoT
MAIrKWe YNpaXHeHUs Ha niedyesble, JIOKTEBblE, 3aMACTbS
M MeNiKue CycTaBbl C LieSIbl0 NpefoTBPALLEHUS KOHTPAKTYp
W pasBUTUSA BTOPUYHBIX TPODUYECKUX HapYLLEHWIA.

 Pebenky ¢ PTIC B BospacTe cTapiue 1 Mec. peKoMeHay-
10TCA peabunuTaLMoHHbIe MEPONPUATUS B BUAE Maccaxa
BEPXHEN KOHEYHOCTU MeIULMHCKOTO, JieuebHOi Pu3Kysb-
TYpbl, MHAMBMAYaNbHbIX 3aHATUIA Npu 3abonieBaHuAX ne-
pubepnyecKoil HePBHOI CUCTEMBI, M3MOTEpaNUU MbILLIL
neyeBbIX, IOKTEBbIX, 3ANACTbS U MENKUX CYCTaBOB C Lie-
JbK) BOCCTAHOB/EHNSA DYHKLMIA MbILLILL M CYCTaBOB Mileye-
Boro nosca [2, 58].
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YpoBeHb ybepuTenbHocTM pekoMeHpauuii C (ypoBeHb
AOCTOBEPHOCTM [10Ka3aTeNbecTB — ).

5. IPOOUNAKTUKA U AUCNAHCEPHOE
HABJIIOAEHUE, MEAULWHCKWUE
MOKA3AHUA U NPOTUBONOKA3AHUA
K NPUMEHEHWUIO METO/10B
MPOOUNTAKTUKN

« PekoMenpyetca nposeseHue npodunaktuku PTIIC 3a
CyeT NpefoTBpaLLEeHUs laTepanbHOM TpaKLuuW BO BpeMS
pono. (cM. pasmen 1.2) [3, 24].

YpoBeHb ybeamTenbHOCTU pekomeHpauuii C (ypoBeHb

L0CTOBEPHOCTU [,0Ka3aTeNbCTB — 9).

« Pebenky ¢ PTIC pekoMeHpyeTcsi AMCNAHCEPHbIA NpU-
eM (0CMOTP, KOHCYNbTaLUMA) BpayoM-HEBPOIOrOM nocie
1-ro MecsiLa XM3HU eXKeMeCYHO C LieNTblo CBOEBPEMEH-
HbIX AMArHOCTUKY W JIeYEeHWS HEBPOOTUYECKX MPOSBIe-
HUIA 1 OCTTOXHEHWUN NOPAXKEHMS CMIIETEHMS, @ TAKIKE OLIeH-
KM OVMHaMUKY BOCCTAHOB/EHUS aKTUBHOM DYHKLMW MbILLIL
BEPXHEN KOHEYHOCTH, PaHHET 0 BbISBNIEHWS (HOPMUPYHOLLINX-
€Sl KOHTPaKTYp U, Np1 HeobX0AMMOCTH, OPTONEMYECKOr0
nevehus [58].

YpoBeHb ybepuTenbHocTM pekoMeHpauuii C (ypoBeHb

[0CTOBEPHOCTW [0Ka3aTeNbCTB — 9).

+ PebeHky ¢ PTINC u c dopMMpoBaHMEM KOHTPAKTYp pe-
KOMEeHAYeTCs AMCMaHCEPHbI npueM (0CMOTP, KOH-
CynbTauus) Bpaya — TpaBMarosiora-opronefa nocne
1-ro Mecsia M3HN eXEMECSYHO B TEYEHWE roja C Le-
JbK) OLIEHKW AMHAMUKMW PaHHE AWMarHOCTUKU KOHTPaKTYp
W, Npu HeobxoaMMOCTK, OpToneanyecKoro nevequs [58].
YposeHb ybepuTenbHocTM pekoMeHpauuii C (ypoBeHb

[0CTOBEPHOCTW [0Ka3aTeNbCTB — 9).

6. OPTAHU3ALIUA OKA3AHUA
MEAWLUHCKOW NoMoLL K

6.1. 06bEM 1 xapaKTep MeAMLIMHCKO NOMOLLIM HOBOPOXK-
AeHHbIM ¢ PTIIC cooTBeTCTBYET HOPMATUBHBLIM [JOKYMEHTaM
OKa3aHWA Me[MLMHCKON MOMOLLM HOBOPOXAEHHBIM ™ U He
TpebyeT AONOAHUTENbHBIX Mep 33 UCKITIOUYEHNEM COCTOSIHUN,
yKa3aHHbIx B pasgene 1.6.

6.2. B 3aBUCHMOCTU OT YPOBHSA MeAMLIMHCKOTO Yupexe-
HWA, XapaKTepa U TAXECTW TpaBMbl NEYEBOro CreTeHus
MOMMMO MOMOLLM, NPeayCMOTPEHHOW B nyHKTe 6.1, Heob-
XOAMMa KOHCYNbTaTMBHas CMeLuanm3upoBaHHas MoMoLlb
Bpaya-HeBpOJIora, Bpaya-HeMpoxXMpypra 1 Bpaya — TpaB-
MaTosiora-opToneaa B cooTBeTCTBUM C [pUKa3oM MuH3apaBa
Poccum ot 15.11.2012 N2 921H.

* [puka3 MuH3gpasa Poccum ot 15.11.2012 N2 921H «06 yTBEpK-
AeHuv MNopsiika oKasaHWs MeaMLMHCKO NOMOLUM 1o NPoduIio «HeoHa-
Tonorus» (3aperucTpupoBaHo B Muntocte Poccun 25.12.2012 N2 26377).
Pexum poctyna https://base.garant.ru/70293290/ [lata obpaluetus
06.11.2024.
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7. AOMO/THUTENNbHASA UHOOPMALIUA
(B TOM YUCJIE ®AKTOPbI,
BIUAOLME HA UCXOJ,
3AB0/IEBAHUS U COCTOAHUSA)

MporHo3 3aBMCMT OT TAXKECTM M CTEMeHW MOpaXKeHus,
MOATBEPIAEHHBIX KIMHUYECKUMU  HEBPONOrUYECKUMMU,
a Takke MPT- n 3MI-uccneposanmamun. BeposTtHocTb non-
HOro0 BOCCTaHOBJIEHMA cocTaenseT oT 65 fo 90 % cnyyaes
[27, 38, 39, 59—67]. lnuTenbHOCTb BOCCTaHOBIEHUSA 3aHUMa-
et 12-18 mec. [38, 68].

Hanbonee 6naronpusTHLIM MPOrHOCTUYECKUM (aKTo-
pOM SIBNIAETCA BLICTPOE Hayano BOCCTAHOBJIEHWS B MEPBbIE
2—4 Hep. ¥u3Hu [69].

(MopMynupoBKa W LUMPOBAHME KIIMHUYECKOrO AMarHo3a:
« PopoBas TpaBMa nepudepryeckoil HepBHOI cucTeMbl P14;
+ P14.0 Mapanuy 3pba npu poaoBoi TpaBMme.

8. BAPUAHT NPEAOCTABJIEHUA
WHOOPMALIUK ANA POAUTENEN
MALMEHTA

lopaxeHne nneyeBOro CReTEHMA 03HAYaeT crabocTb
WA NMOJIHBINA Napasiny MbiLLILL, TO €CTb MbILLILL, MHHEPBUPYEMBIX
HEpPBHBIMM KOPELUKaMU LLIEHOTO YTOSLLEHUS CMIMHHOTO MO3ra
1 BEPXHUM KOPELLKOM IPyHOro 0TAeNa CMHHOIO Mo3ra.

TpaBMa nne4yeBOro CrjeTeHUs B pofiax BO3HUKAET B pe-
3ynbTaTe 3acTpeBaHus (AUCTOLMM) NIEYMKOB B poaax 1 pac-
TAXKEHMA N71eYEBOr0 CNJIETEHUS.

K daktopaMm, cnocobetaytowwmm passutuio PTIC, otHocAT
aHoMarbHble BHYTPUYTPODHbIE NpefJiexaHns, 0C06eHHOCTM
npovecca pogos, Bec nnoaa bonee 3500 r.

PasnnuatoT TpaBMaTU4ECKOe NOpaXeHWe BEPXHUX OThe-
NOB NneyeBoro crnetelns (napes 3pba-[oweHHa), Bbipa-
HaIOLWMIACA B HapYLLEHUSX QYHKLUMIA MbILL NeYa W YacTy
npeAnieybs; HXHUX 0TAenoB (napes KnioMnke—[lexepuHa),
MPOSIBNIAKLLMIACA HapyLIEHNEM (YHKLUMW MbILL KUCTH; TO-
TanbHOe NopaeHue nneyeBoro cnieteHus (napes Kepepa).

[lna noaTBEPKAEHUS AMArHO3a B 3aBUCUMOCTM OT (hOpMbI,
TSIKECTU U MeXaH13Ma BO3HUKHOBEHMS MOpaXKeHWs MIeYeBoro
CMIETEHNS MOTYT AOMOJHUTENBHO NOHAA00UTLCS KOHCYNbTa-
LMW opTonea, XMpypra, HeMpoXupypra, PeHTreHoIorn4ecKoe
n MPT-uccnepoBaHue LLEWHOTO OTAENA MO3BOHOYHMKA, KO-
CTelN 1 HepBHO-MbILLEYHO0 KapKaca nneyeBoro nosca. [ocne
2 He[l. M3HW BO3MOXKHO NPOBECTU M3y4eHMe O1oaNeKTpuYe-
CKOM aKTMBHOCTY MbILUL, niedeBoro nosca (AMI).

Jleuenmne PTTIC 3akntouaeTcs B paHHeN MMMOOMUIM3aLMm
MOBPEXAEHHON KOHEYHOCTM Ha YPOBHE BEPXHEMN YacTy KWBO-
Ta, HaNIOXKEHWUM LUMH Ha 3anACTbe, C 7—8-ro AHA U3HU peKo-
MEHAYITCA MATKKE YNpaXKHeHWs Ha NyieyeBble, JIOKTEBbIE, 3a-
MACTbA U MEJIKUE CYCTaBbl, MArKMI Maccax (mornaxmBaHue)
MBILLIL, N/IeYEeBbIX, JIOKTEBbIX, 3aMsCTbst U MEJIKUX CyCTaBOB.
Mpu TAKENbIX NMOBPEXAEHUSX KOPELUKOB MOXKeT noTpe6o-
BaTbCA HEMpO- WM MUKPOXMPYPrMYeCKoe BMeLLIaTeNbCTBO.
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lMonHoe BoccTaHoBneHWe QyHKUMM 0TMeyeHo B 65-90 %
Cryyaes, Mpu 3TOM Haubosee 6naronpuATHLIM MPOrHoCTUYe-
CKMM (baKTopoM siBnseTcs bbICTpoe Hauano BOCCTaHOB/EHUS
B nepBble 2—4 Hepl. XM3HU. [nuTenbHOCTb BOCCTaHOBMEHUS
3aHuMaet 12-18 Mec.

Anroput™ pelicTBus Bpaya npefcTaBfieH Ha pucyHke 1.

3AKJTO4YEHUE

OAHWM M3 OCHOBHBIX KNIMHMYeCKMX npu3HakoB PTIIC sB-
nsetca M3. [laHHoe cOCTOSHME BCTPEYaeTcs € YacToToW OT
0,5 o 4,0 cnyyaes Ha 1000 »mBopoxAeHHbIX OCHOBHBIMM
(aKTopaMn puUcKa BO3HUKHOBEHMS 13 cnyaT aKyluepcKue
(haKTopbl M KpynHble pa3Mepbl Nioaa. 3aboneBaHue 3a-
KJTtoYaeTcA B CNabocTy 0TBEAEHWA [eSbTOBUAHON MbILLILbI,
HapY»XHOI poTauuu CrbaHms 1 CynUHaLMKU B JIOKTEBOM Cy-
CTaBe, a TaKXe HEMOSIHOW CTeneHW pasrubaHus 3anAcTbs
1 nanbleB. KnuHuyeckne nposiBeHUs BbIPaXaloTca B Ha-
pyLleHUM OYHKUMM MbIllL, yboKux pednieKcoB M psada
pedIeKCOB HOBOPOMAEHHBIX, @ TaKXe PacCTPOWCTB YyB-
CTBUTEJIbHOCTM W BEreTaTMBHOM MHHepBauUuW. [JaHHble Ha-
PYLUEHUSt MOTYT ObiTb BEPUOULMPOBaHbI C MOMOLLbIO CTaH-
AapTHbIX WKan (LWkanbl BputaHckoro MeAMLIMHCKOO COBETa;
Wkanb! oueHku octpor Bonm; LUKanbl HeBpoNOrUYeCKow
OLIEHKM HEJOHOLIEHHOTO M [OHOLLeHHoro pebeHka). Hanu-
uMe W CTeneHb CTPYKTYPHBIX HapYLIEHWHA MOLTBEPKAAETCSA
NPoOBeJEHNEM pEeHTIeHorpaguyeckoro, YibTpasByKOBOro
u MPT-uccnepoBaHuin. Pe3synbTatbl AaHHbIX METOAOB 00-
CNefloBaHNUA CNyXaT OCHOBAHWEM [l KOHCYNbTaLWN TpaB-
MaTojiora-opToneaa, Xupypra uam Heipoxupypra. ®OyHK-
UMOHANbHbIE HapYyLUEHWUSt CMNETEHUS, HEPBOB U MbILLL,
YTOUHSOT € MoMoLLbto IMI™ nocne 2-1 Heenm K13HU MaJeHLa.
Bepudukaums HeMpoduranonormyeckux HapyLueHuii Tpebyet
AMcnaHcepHoro HabnoeHns Hesposora. Cpefn MeToaoB Jie-
yeHust 13 pokasaHa 3QHEKTUBHOCTb MHAMBUAYANbHBIX 3aHSA-
TUIA Npu 3aboneBaHMsAX NepudepryecKoi HepBHON CUCTEMBI
nocne 7-8-ro oHen Xu3HW. YKa3zaHHasa nocneaoBaTeslbHoCTb
BpayebHbIX MeponpuATUA NpeaCcTaBNieHa B BULE anroputMa
JENCTBMI BpaYa.

A0NOSTHATESIbHAS! UHOOPMALIUA

KoHdnukT wuHTepecoB. ABTOpbI AeKNapupylT OTCYTCTBUE
SIBHbIX UM MOTEHLMANbHBIX KOH(OMKTOB MHTEPECOB, CBSA3aHHbIX
C NybnMKaLmelt HacTosILLel CTaTby.

WcTounuk dmHaHcupoBaHus. ABTopbl 3asBSOT 06 OTCYTCTBUM
BHELUHero GuUHaHCMpOBaHWUA MpU NPOBELEHUN UCCIIEA0BAHMS.

Bknap aBTopoB. Bce aBTOpbI BHEC/M CYLLECTBEHHBIN BKNAf,
B pa3paboTKy KOHLenuK, NpoBefeHne UCCNeaoBaHNs 1 NOLTOTOBKY
CTaTbi, NPOYNM 1 0A00pUM PUHAMBHY0 BEPCUO Nepes; MybmKaLmeil.
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HoBopoeHHbIi C MOA03pEHNEM Ha POLOBYIO TPaBMY MIEYEBOT0 CTNeTeHNs /
Neonate with suspected of the brachial plexus' birth injury

!

Physical

OusnKanbHoe obcneaoBanme /

examination

{

lla/Yes OnpepneneHbl xapaKTep 1

TSXECTb HapyLLeHus / Het / No

The nature and severity of the damage have been determined

PenTreHorpadus KocTeii nneyesoro nosca /
X-rays of the shoulder girdle

lpodunaKTuyeckuit ocMoTp Bpaya-neauarpa /
Preventive pediatrician's examination

BbifBEHbI KOCTHbIE M3MeHeHusa /
Bone lesions were detected

lla/ Yes

Het / No

KoHcynbTauvs Bpaya-opToneaa, TpaMaroiora
WM Bpaua — JETCKOro XUpypra.
VIMMobrM3aLMs NneyeBoro cycTaBa U 3anacTbs /

MPT nneuesoro cnnetexus /
MRI of the brachial plexus

+

Consultation with an orthopedist-traumatologist
or surgeon. Immobilization of the shoulder joint
and wrist

BbisiBNeHbI YaCTUYHbIN WK NOMHBIN pa3pbiB nie4eBoro CnjieTeHna /

Partial or complete rupture of the brachial plexus is detected

Jla/ Yes

Het / No

A 4 h 4

KoHcynbTaums Bpaya-Helipoxupypra;

MpoBefeHMe aneKTpoMuorpadum

Hellpoxupypruyeckoe nedetue / nocne 2-7 Heflenm u3Hu /
Consultation with a neurosurgeon; EMG after 2 weeks
neurosurgical treatment of life
fla/ Yes BbisBneHa AexepBauvs / Het / No

Denervation detected

WHavBuayanbHble 3aHATUS Npy 3abosieBaHnAX nep!
HEepBHOIA CUCTEMBI C 7-8 ZAHEl XM3Hu

Individual lessons for diseases of the peripheral nervous system after

7-8 days of life

UepuyecKoit
/

[JlvcnaHcepHbIi yuet

BPa4YoM-HeBpO/IoroM /

Outpatient observation
by a neurologist

PucyHoK. Anroput™m aeincTeuii Bpada
Figure. Physician’s action algorithm

Funding source. This study was not supported by any external
sources of funding.
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Cto net JHAOKPUHOJZIOTUM B Poccuu. U3 UCTOPUU AETCKOﬁ
3HpoKpuHonoruu B Cankr-lerepbypre
E.B. bawnuHa ', J1.B. TeipTosa 2, H0.J1. Ckopopaok 2, 0.C. bepceHesa '

! Cesepo-3ana/Hblil rocyAapCTBEHHbI MeAMLIMHCKWIA yHnBepcuTeT M. W.A. Meunnkosa, CankT-Metepbypr, Poccus;
2 CaHKT-MeTepbyprcKuin rocyaapCTBeHHbIN NeaMaTpUIecKmil MedULMHCKUA yHuBepcuTeT, CankT-MeTepbypr, Poccus

AHHOTALUMA

0aHa U3 caMbX AMHAMUYHO Pa3BMBAIOLLMXCA OTPACeil MeauUMHbI, 3HAOKPUHOMOMUS, KaK OTAesbHas AUCLMIIMHA CyLue-
cTByeT HeMHoruM bonee 100 net. ABTOpPOM OZHOTO M3 NEPBbIX PYKOBOLCTB MO 3HAOKPUHOMOrMM B Poccum u ocHoBare-
JIEM LUKOJbl IEHUHTPAACKON KIIMHUYECKON 3HAOKpUHONorMK Bbin npodeccop Bacunuii MaBpunosuy bapatos (1899-1988).
B 1926 r. Ha kadenpe Tepanuu JIeHWHrpaLCKOro rocyAapCTBEHHOrO MHCTUTYTa L1l YCOBEPLUEHCTBOBAHMA Bpaden Obiio
OTKPbLITO 3HAOKPUHOJIOTMYECKOE OTAENeHWe Moj ero pykoBoacTBoM. B 1963 r. B 3ToM y4ebHOM 3aBedeHuM npodeccop
B.I. bapaHoB ocHoBan Kadeapy 3HLOKPUHONOMMK, KOTOPas B HacTosLLee BPeMs HOCUT UMsA ydeHoro. B.I. bapaHoB yaensn
ocoboe BHMMaHME BOMpocaM 3HAOKPUHHBIX Dole3Hel B 1eTCKOM Bo3pacTte. Bmecte ¢ akagemukoM A.Q. TypoM OH cTan UHK-
LMaTOPOM CO3[,aHUsA SHLOKPUHONOrMYecKon ciyxbbl B negmatpumn. Tonbko B 1998 r. K yKe cyLlecTBylOLMM NporpamMmam
MOArOTOBKM Bpayel No CrewumManbHOCTH «3HAOKPUHONOMUs» fobaBuiack HoBas, OTKpbITas No npukasy MuHsppasa Poccum
CcneumanbHOCTb «eTCKas 3HAOKPUHONOorMs». OfHAKO ee pa3BUTUE W CTaHOB/IEHWE KaK OTAENbHOW MeAMLMHCKOW AUCLMMIIN-
Hbl NPOXOAMNO U A0 oduumManbHOro npusHaHus. 0cobas posib B UCTOPUM 3TOTO CTaHOB/IEHWS NpUHALNIEXMT BpadaM CaHKT-
leTepbypra.

KniwoueBble cnoBa: geTckas 3HO0KPUHOIOrNA; UCTOopnAa MeAULUNUHDI; 3HOO0KPUHOJIOTNA CaHKT-I'IeTepﬁypra.
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One hundred years of endocrinology in Russia.
From the history of pediatric endocrinology

in Saint Petershurg
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! North-Western State Medical University named after .| Mechnikov, Saint Petersburg, Russia;
2 Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia

ABSTRACT

Endocrinology, one of the most dynamically developing branches of medicine, has existed as a separate discipline for
a little over 100 years. The author of one of the first guidelines on endocrinology in Russia and the founder of the Lenin-
grad School of Clinical Endocrinology was Professor Vasily G. Baranov (1899-1988). In 1926, an endocrinology depart-
ment was opened at the Department of Therapy of the Leningrad State Institute for Advanced Medical Training under the
leadership of Vasily Gavrilovich. Later, in 1963, Professor V.G. Baranov founded the Department of Endocrinology at this
educational institution, which currently bears the name of the scientist. V.G. Baranov paid special attention to the issues
of endocrine diseases in childhood. Together with academician A.F. Tur, he initiated the creation of an endocrinological
service in pediatrics. It was only in 1998 that a new specialty “pediatric endocrinology” was added to the already existing
training programs for doctors in the specialty “endocrinology”, opened by order of the Ministry of Health of the Russian
Federation. However, the development and formation of pediatric endocrinology as a separate medical discipline took
place before official recognition. A special role in the history of this formation belongs to the doctors of St. Petersburg.

Keywords: pediatric endocrinology; history of medicine; endocrinology in Saint Petersburg.
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NCTOPUA

Mpodeccop Kadeapbl IHAOKPUHONOTMM UM. aKafeMMUKa
B.I'. bapaHoBa [laHTenenMoH AnekcannpoBuy CunbHULKWI
BCMOMMHAN: «...00 Benukon OTeuecTBeHHoM BoiHbI B Jle-
HWHrpaze paboTanu TONbKO TpU 3HLOKPUHOJOra-TepanesTa.
O0nHUM u3 Hux 6bin Bacunui [aBpunosuy bapaHo» [5].
C MMeHeM 3TOr0 BESIMKOTO YYEHOro M Bpaya HepaspblBHO
CBAI3aHa WUCTOPUS BO3HUKHOBEHWUA W CTAHOB/IEHUS 3HLOKPU-
HOMOrMW B NELMATPUM KaK CaMOCTOATENIbHOMO pa3fena Me-
OVLMHBI — [ETCKOI 3HLOKPUHONOMUM.

B 1956 r., byoyus rnaBHbIM BHELUTATHbIM CrieLyanu-
CTOM — 3HAOKpUHonoroM KomuTeTa no 34paBoOXpaHeHuIo
Jlenunrpana B.I'. bapaHos (1899-1988), 3a nneyamm kotopo-
ro 6b110 co3zaHne B ropofie IHAOKPUHONOTMYECKOM CITYKObI
ANS B3pOC/IOr0 HaceneHus, NPeAoXM OTKPbITb CTALMOHaP
C 3HOKPUHHBLIM NpoduneM ans getei (puc. 1). Uneto cosna-
HWA Cneurann3nMpoBaHHOr0 AETCKOro 3HLOKPUHOIOMMYECKOr0
OTAENeHNs NOLAEPIKan rnaBHbIi Neamatp JleHWHrpaga aka-
Aemuk Anekcanap ®enoposud Typ. Mo npukasy Mopoackoro
oTaena 3apaBooxpaHeHust JleHuHrpaga ¢ 1 auBaps 1957T.
B AeTcKon 6ombHMUe N® 20 CMONbHUHCKOrO paioHa ropoaa
Ha OuaKoBCKOW ynuLe 25 KoeK neauaTpuyeckoro oTAeneHus
MOJYYUAM CTaTyC IHAOKPUHOMOTMYECKNX (puc. 2—4). Bee 3Ta-
Mbl NOCELYOLLEr0 CTAHOBNEHUS W Pa3BUTUS LLETCKOM 3HLO-
KPUHONIOrMYecKon Cnyxbbl B ropofe HepaspbiBHO CBA3aHbI
C aKafeMWNYeCKMM LUKoaMm aHaoKpuHonora B.I. bapaHosa
v neguatpa A.®. Typa.

MpaKTuyeckas peanu3auus Maey co3faHus LeTCKOW 3H-
LOKPUHONOrMYeCcKoN cnyxbbl nerna Ha nieyn neamaTpos.
EnnsaBeta lpuropbeBHa KHsseBckas (1924-1975) bbina
nepBoii 3aBefytoLLell nepBoro B Poccum AETCKOro 3HAOKpHU-
HOJMOTUYECKOT0 OTAENIEHUS, CO3AaTEeNEM U OpraHM3aTopoM
CyXObl [LETCKON 3HAOKPUHONOTMM B JleHuHrpage (puc. 4).
locne OKOHYaHMS 6-MeCAYHOI MOArOTOBKM B 3HLOKPUHO-
JIOTUYECKOM OTAENEHWUM NS B3POCTbIX M0 CMeLManbHoCTI
«3HJ0KpUHONOrMA» Ha Kadepnpe Tepanumn 1-ro JleHuHrpag-
CKOr0 MeMUMHCKOro MHCTUTYTa UM. akapemuka W.I. Mas-
nosa Enusaseta puropbeBHa BepHynach B [LeTCKyl0 6osb-
HULY, 1 Ha4yanack TpyAHas paboTa no afanTaLmm NpUHLMMNOB
«B3pOCNIOM» 3HAOKPUHONOTMM K paboTe meamatpoB. Ycnexu
B OpraHM3auun OTAENIEHUS NEPBOr0 AETCKOr0 3HLOKPUHO-
nora B CCCP E.I'. KnsizeBckom bbinn oTMeueHbl NpucBoeHneM
MOYETHOro 3BaHUs «3acnyeHHbIM Bpad Poccuitckoin Qe-
Aepaunn», «OTIMYHWK 34paBOOXPAHEHUS», HArpaXaeHUEM
opaeHoM «3HaK noyeTax. E.I. KHa3eBcKas bbina HasHaueHa
MepBbIM [N1aBHbIM BHELLTATHBIM JETCKUM CNEeLManncToM 3H-
LOKpUHonoroM JleHnHrpapa.

KnuHuyeckas paborta E.I'. KHszeBcKoi bbina Hepa3pblBHO
CBSiI3aHa C ee Hay4HbIMU MccnepoBaHuAMK. Ee nepBble cTa-
TbM, onybnuKoBaHHbIe B XypHane «[leauatp» (1965, N 9,
c. 13-19; 1968, N° 3, c. 68-75), bbinM noceALLEHbI BOMPO-
€aM [MarHoCTUKM U JieyeHus caxapHoro Auabeta y feteid
paHHero BO3pacTa, BKJIOYas HOBOPOXAEHHbIX. B 1969 r.
E.l'. KHsi3eBcKas 3aluMTuna KaHAMOATCKY0 AMCCEpTaLMio Ha
TeMy «CaxapHblii [uabeT y feTen», CTaB OAHUM M3 NepBbiX
KaHAMLATOB MeAULMHCKUX HayK B A€TCKOW 3HA0KPUHONOTUM.
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Puc. 1. Bacunui MaBpunosmuy bapaHos
Fig. 1. Vasily Gavrilovich Baranov

Puc. 2. OyakoBckas bonbHMua. B nepBoM pagy cnesa Hanpaso:
A.C. Crpoiikosa, B.I. bapaHos, E.I. Kns3eBckas
Fig. 2. Ochakov hospital. In the first row from left to right:
A.S. Stroikova, V.G. Baranov, E.G. Knyazevskaya

Puc. 3. OuakoBckas bonbHuua. B nepsom psay: .. Mauko,
AO. Typ
Fig. 3. Ochakov hospital. In the first row: G.F. Matsko, A.F. Tur

BaHO 0TMeTHTb, YTO CCbiIKM Ha paboTbl Ennsaeetsl puro-
PbEBHbI B Hay4HbIX MyBAMKaLMAX BCTPeYannCh SOrve rofbl.
M.A. XyKoBckuit B KHure «JleuebHoe nuTaHWe [eTew,
DONbHLIX CaxapHbIM AnabeToM» [3] ccbinaeTcsa Ha paboTty
E.l. KnsseBckon B rnaee «OcobeHHoCTH caxapHoro auabeTa
y LeTel NepBOro rofia KM3Hu U PeKOMEHAALMM MO MUTaHIO».
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Puc. 4. OCHOBOMONOXHMKN AETCKON 3HA0KpUHoMoruu B CaHkT-etepbypre: B.I. bapaHos, E.I'. KHsasesckas, A.C. Ctpoitkosa, A.®. Typ
Fig. 4. The founders of pediatric endocrinology in St. Petersburg: V.G. Baranov, E.G. Knyazevskaya, A.S. Stroikova, A.F. Tur

Puc.

On nmwert: «E.l'. KHsaseBcKas U3 KnmHUKKM akagemuka AMH
CCCP B.I. bapaHoBa (JleHWHrpaa) cumMTaeT, YTO B C/y4ae U3-
NIeYeHNs HOBOPOXEHHOMO OT CaxapHoro AuabeTa MOXHO ro-
BOPMTb 0 pereHepaLmy 0CTPOBKOB MOJXKENY04HOM ene3bl».
K coxanenuto, wmsHb E.I. KHazeBcKoi obopBanack Tparmye-
CK, OHa nornbna B aBToKaTacTpode.

CraHoBneHWe AETCKOM 3HAOKPUHONOMMYECKON CyKObl
JlennHrpaga conpoBoxAanocb HOpMUPOBaHWEM CUCTEMBbI
MOArOTOBKM KafpoB, HAuWMHas C OpraHu3aumu OTAeNbHbIX
UMKIOB ANS CTYLEHTOB Meamatpuyeckux dakynbTeToBs, 3a-
KaHumBas npodeccuoHanbHOM NOAroTOBKOW U Nepenojro-
TOBKOM Bpayeii-neamnaTpos.

C nepBbIx [Hel pa3BUTUS CNYXObl aKTUBHBIM YYacTHU-
KOM 3TOr0 npouecca B NpaKTUYECKOM 3[paBO0XPaHEHUM
1 obpa3oBaHun bblna acCUCTEHT, BMOCNEACTBAN [OLEHT Ka-
denpbl rocnuTanbHoW Neauatpum JleHUMHrpaacKoro neama-
TPUYECKOr0 MeJMLMHCKOr0 MHCTUTYTa (3aBefytoLLas — mpo-
deccop Bepa VBaHoBHa KanuHuuesa), yueHnua akapgemuka
A.0. Typa — l'yHacba PpaHuesHa Mauko (1926—-2006) (puc. 5).

Mo nopyyenuto akapemuka Typa I.®. Mauko paspabo-
Tana nporpammy uukna «JleTckas 3HAOKpUHOMOTMS» AN

5. JleHuHrpagckuii negMaTpUUHECKUN MELMLMHCKWA UHCTUTYT.
Kadepnpa petckux bonesteit. Bo 2-m psgy B ueHTpe: B.U. Kanunnuesa, A.®. Typ,
.®. Mauko
Fig. 5. Leningrad Pediatric Medical Institute. Department of Children’s Diseases.
In the 2" row in the center: V.I. Kalinicheva, A.F. Tour, G.F. Matsko
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Puc. 6. l'yHaca OpaHuesHa Mauko
Fig. 6. Gunefa Frantsevna Matsko

CTyAeHTOB JIEeHUHTpPaACKOro NeaMaTpuyeckoro MeauuuH-
ckoro uHctutyta (JIMMW). C 1967 r. v [o nocneaHux AHei
I.®. Mauko npenofaBana CTyLeHTaM AETCKYH 3HAOKPUHO-
noruio, bbinia KOHCYNbTaHTOM-3HAOKPUHOMOrOM MPaKTUYECKM
BO BCEX KPYMHbIX CTaLMOHapax ropoja, CPeamn HUX eTcKas
BonbHuua uM. K.A. Payxdyca, aetckas 6onbHuua N© 2 Mapuu
MarpanuHbl, Bce knuHuku JINMA (puc. 6). B apxuee basbl
nateHtoB CCCP umeeTcs n3obpetenne cotpyaHukos JINMU,
B uMCie KOTOpbIX AoueHT Mauko, — «Crnocob amarHocTuku
CTeNeHN TAXKeCTV caxapHoro anabeta y metei» (1986) .
Ocobas ponb B CTaHOBNIEHUM [ETCKOM 3HLOKPUHOMOMMM
B JIeHWHrpaje nNpUHAANEXUT TepaneBTy-3HLOKPUHOJIO-
ry B3pocnoit cetn AHHe CamapbeBHe CtpoiikoBoit (1923-
2014), yyenumue B.I. BapaHoBa. Yxe uepe3 HeCKONbKO Me-
CALEB MOCNe OTKPLITUA AETCKOro 3HAOKPUHOMOTNYECKOro

! Criocob AMarHoCTUKM CTereHM TAKECTU caxapHoro Auabeta y fe-
Teik: nat. SU1456893A1. CCCP: MINK GOTN 33/48(2006.01) / 11.A.lanmnosa,
H.W. Nonatuha, J1.B. Hukonaesa, 0. Mauko, H0.A. Knsses, J1.J1. Baxpy-
LeBa; 3asBUTENb M MaTeHToobnapatenb JIeHWHIpaAcKuii neauaTpuye-
CKUN MeanUMHCKMIA MHCTUTYT. N 4109364.1986.08.06; 3asen. 1986.08.06;
ony6bn. 1989.02.07.
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Puc. 7. Auna CamapbeBHa CTpoikoBa
Fig. 7. Anna Samaryevna Stroikova

oTaeneHus B bonbHuLe Ha O4akoBcKoii ynuue E.I. KHsa3eBckas
n A.C. CrpoiiKoBa NpOBOAMIM KOHCYNbTATUBHbIE MPUEMbI
B ABYX MOJMKIMHMKAX ropoga (cM. puc. 2, 4, 7). Hayanocb
(opmMupoBaHne amMbynaTopHoW Cnyx6bl AETCKUX 3HLOKpH-
Honoros. bnaropnapa ycunuam A.C. CTpoiiKoBoi B KaxaoM
paiioHe ropoa NOSBUINUCH NeAMAaTPbI-3HAOKPUHOMOT K.

lpuHMMas BO BHUMaHMe $aKT HeobxoaMMOCTy TLiaTeNb-
HOr0 KOHTPONS 3aMEeCTUTESIbHOM Tepanuu Npu BCeX 3HAO-
KPUHHBIX 3ab0neBaHNAX B LlETCKOM BO3pacTe, Cleays NpuH-
uMnaM, BHeApeHHbIM B 3HLOKpuHonoruio B.I. BapaHoBbiM,
AnHa CamapbeBHa chopmupoBana anroputMbl paboTbl Kak
C NauueHTaMu, TaKk U ¢ ux pogutenamu. o ee nHULmaTvBe
1 Npu ee HenocpeAcTBeHHOM yyactum B 1989 r. bbino opra-
Hu3oBaHo CaHKT-[leTepbyprckoe omabetmyeckoe obLuecTBo,
LeATeNbHbIM YYaCTHUKOM KOTOPOro OHa oCTaBanacb A0 Mo-
CNeLHUX LHeM.

Mpu ee nopnepxke n nomowm B 1992 r. 6bin opraHu-
30BaH JIETHUA 03[,0pOBUTENbHBIN Narepb ANs LeTeid U nog-
POCTKOB C caxapHbiM AnabeToM, rae oHa pabotana HecKonb-
KO NIeT B UMCNe ApYrux BoNoHTepoB. bnaroaaps aHTy3uasmy
A.C. Crpoiikosoii B CaHKT-IleTepbypre oTKpbinack LWKona ans
[eTeli ¢ caxapHbiM auabetoM npu MopoackoM auabetono-
TMYECKOM LieHTpe, Oblna opraHu3oBaHa rpynna feteii ¢ ca-
XapHbIM i1abeToM B ieTCKOM caHaTopuu «ConHeuHoe» [14].

HanucanHble A.C. CrpoiikoBoii bectcennepsl 1980—1990-x rr.
«[nabet. XuTb Ha MHCYNMHE M BbITb 3A0POBLIMY», «[lnabet
nof KoHTponieM», «KynuHapHas kHura gmabetuka» [8-10]
OKa3a/i1 OrpoOMHYH0 MOMOLLb poaMTeNaM 6oNbHbIX CaxapHbIM
AvabetoM peted. [lonroe Bpems ocTaBanacb eLMHCTBEH-
HbIM MpaKTUYECKUM PYKOBOLCTBOM [l Bpayeil KHUra us3
cepumn «bubnnoteka npakTuueckoro Bpada» — «CaxapHbin
pvabet y peten» [1], HanucanHas B 1980 r. B.I'. bapaHoBbIM
n A.C. CrpoiikoBoi.

Creaytowmin atan GopMUMpoOBaHUA LETCKOW 3HAOKPUHONO-
TMYecKoi cnyxbbl B JleHMHrpazie CBA3aH C paclUMpeHnEM Ymc-
Na 3HOOKPUHOMOTMYECKNX KOEK B Donlee KpYMHOM CTaLuoHape
ropoga. [letckaa ropoackas 6onbHuua N° 19 um. KA. Payx-
dyca cTana HoBbIM AOMOM NS LETCKOW 3HAOKPUHONOTUM
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Puc. 8. B.I'. bapaHoB ocMatpuBaeT pebeHka
Fig. 8. V.G. Baranov examines the child

B 1974 1. CeropHs 310 [leTCKui ropoACKOi MHOrOMpodusb-
HbI KIIMHUYECKMIA LIEHTP BbICOKUX MeLMULMHCKUX TEXHOMOr A
uM. K.A. Payxdyca.

lepBoHayanbHO LETCKOE 3HAOKPUHOIOTMYECKOE OTAeNe-
HWe Ha 60 Koek pa3meluanoch B 3aaHuM Ha CyBOpOBCKOM
npocrnekTe, A. 4. 3aecb neunnu peten, obydanu nepcoHan,
YUUIU CTYLEHTOB M KIIMHUYECKUX OpPAMHATOPOB, acnMpaHThl
MPOBOAMAN HaY4HbIE U3bICKaHMSA AN CBOMX auccepTaumn [2].

BesycnoBHo, camas BaxHas KnMHuYecKas pabota nexa-
na Ha nneyax Bpayel-neauaTpoB, MOMYYUBLUMX 3HAOKPM-
Homnormyeckoe obpasoBaHue HenocpeACcTBEHHO Ha paboyem
MecTe, B OTAeNeHUH, Npu 06X0Aax W KIIMHUYeCKuX pasbopax
B.I. bapaHoBa, E.I'. KHsazesckoii, [.®. Mauko, A.C. Ctpoii-
KOBOWA.

B.I'. bapaHoB [0 nocnefHWX HEl CBOEMN W3HW MPOBO-
Ann 06xo4bl M KOHCYNbTUPOBaJ NALMEHTOB B JETCKOM 3HA0-
KpUHOMIOrnyeckoM otaenenumn bonbHuusl uM. KA. Payxdyca
(puc. 8).

B 1981r. B cBsisn c nepexogoM A.C. CtponKoBoii Ha
KOHCYNbTaTUBHYK0 paboTy 3aBef0BaHMe OTLENEHWEM NpU-
Hsna Jlapuca BacunbeBHa HukonaeBa, B 1982 r. Ha paboty
B oTAeneHue npuwv Bepa JbBoBHa Jlucce, Jltogmuna Bukro-
poBHa TbipToBa, B 1984 — Hatanbsa ®epoposHa ToKaueRa,
B 1985 — TatbsHa KoHcTaHTuHOBHa Conoxan. B 1990-e rr.
K HUM npucoegmHunucb Anna HukonaesHa Ypanosa u Enu-
3aBeTa PomaHoBHa [locoBuukas. B nocnepyowme rofbl,
HECMOTPS Ha peopraHu3auuu, Mepexofbl Ha PasfnnuHble
LOJKHOCTW, NepedBWKeHUs no cnyxbe, 3TM BbICOKOMpO-
(eccuoHanbHble Bpaun ¢ 6a30BoM NegnaTpuyecKom noaro-
TOBKO/ ObINM TNaBHBIMKM CMELMANMCTaMU KOHCYbTaHTaMm
B 06/1aCTU 3HAOKPUHOMOTUW A1 BCEW FOPOACKON LETCKOM
CyX0bl M 0JHOBPEMEHHO HAaCTaBHUKAMW AN MOJSIOAbIX KiN-
HWYeCKWX opanHaTopoB Kadeap nepuatpum JINMK, Meau-
LMHCKON aKafeMun MoCTAMMIOMHOro 06pa3oBaHua M3 BCeX
pernoHoB Cesepo-3anaga Poccun. BmecTe ¢ Bpauamu neun-
N1 60NBHBIX M YYUNN CTYLLEHTOB acCUCTEHThI Kadeapbl Neau-
atpum uM. A.@. Typa Hatanbsa BacunbeHa lMaplumnHa u EneHa
bopucosHa balwHuHa.
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Puc. 9. Jleonns Mapkouy Puc. 10. Bepa JIbBoBHa

Ckopopnok Jlnuce
Fig. 6. Leonid Markovich Fig. 10. Vera Lvovna
Skorodok Liss

Mpouecchl hopMMpoBaHNs anropuTMOB 3HAOKPUHONOMU-
YECKOM NOMOLLM LeTAM NPOXOAMUAM NapaneNibHo C OpraHu-
3aupeil cuCTeMbl MOATOTOBKM Bpayel. WsHauanbHo nepma-
TPOB OCHOBaM 3HAOKPUHOMOrMM 0Byyanu Ha Kadenpax ans
TepanesToB. B 1963 r. B JleHMHrpaACKOM rocynapCTBEHHOM
MHCTUTYTe ycoBepLUueHCTBOBaHMA Bpayen uM. C.M. Kuposa
(TMOYB) ycunuaMM aKkageMuka AKafemMuu MeauLMHCKMX
Hayk CCCP B.I'. bapaHoBa bbinia oTKpbITa Kadeapa sHLOKpU-
HoMorvMW, oH 0ToBpan W BoCMUTaN rpynmy npenofaBaTenei,
KoTopble MOA ero pyKoBOACTBOM YUUNW NeSMUaTpoB.

B 1965 r. B 3HAOKPMHONOrMYeCKOM OTAeNeHMM Ha Oua-
KOBCKO/A yNuLie MOSIBUICA MONOAOH Y4YeHbIW, acmpaHT ABYyX
Kadeap — neamatpum N2 1 npodeccopa H.A. LLlanKkoBa v 3H-
LOKpUHoNormn akagemuka B.I. bapaHoBa JleHuHrpagckoro
rMayBa — Jleonmp Mapkosuy Ckoponok (puc. 9). Ero Ha-
y4yHas paboTta peanusoBanacb B KaHAMAATCKOW AMCCepTa-
unm «HeKoTopble MOKa3aTen TeYeHUs TUNOTMPe03a y feTei
B 3aBUCUMOCTU OT CPOKOB Hayana ropMoHasbHOW Tepanuu
1 CTeNeHM KOMMeHcauuy HeJ0CTaTOYHOCTY LMTOBUIHOM Ke-
nesbi» [7]. B mapte 1970 r. J1.M. CKoponoK Obin 13bpaH no
KOHKYPCY acCUCTEHTOM Kadenpbl rocnuTanbHOM neamaTpum
akapemuka A.®. Typa JINMW, B utoHe 1970 r. cTan oaHNUM U3
MHUUMATOPOB opraHu3auuv lepsoii Bcecoto3Hoii KOHpepeH-
UMM NeamaTpoB-3HAOKpUHONoroB B BaHoBe.

C npuxonom Jleonnpa MapkoBuya Ha Kadenpy B MHCTU-
TyTe NOSBUNOCh HOBOE HampaBieHWe KaK B MpenojaBaHuy
negvaTpuu, Tak W B HayyHOW JesATenbHOCTM. Ero nexuwmm
W LMKI 3aHATUIA 1A CTYA,EHTOB 5 Kypca No [LeTCKOM 3HAOKpH-
HOJIOrMM NOJNIb30BANTUCH YCMEXOM CPefy CTYAEHTOB U Koner.
B 1979 r. B y4ebHMKe no feTCKMM 6one3HAM, M3LaHHOM Noj,
penakuven A.®. Typa, 0.9. Tapacosa u H.[I. LWabanoga [13],
BriepBble MosBUNAch raBa «3IHAOKPUHHbIE 3a00N1eBaHUS».
J1.M. Ckopopok Hanucan ee B COaBTOPCTBE C Bpadyamu AeT-
CKOro 3HA0KpuHonoruyeckoro otaenenus E.l. KHasesckoil
n A.C. CtpoikoBoii. [loktopckas aucceptaums J1.M. Ckopoaka
«Hapywwenns runotanamo-runodusapHo-roHagHbIX B3au-
MOCBS3eM NpU FUMOrOHaM3Me U 3aJiepXKe MosioBoro pas-
BUTUS Y MaJIb4YMKOB, NYTU WX AMUArHOCTUKM U KOppPeKLmm» [6]
Obina ycmewHo MM 3awmuieHa. K coxaneHuto, 3BaHue
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[O0KTOpa MeAMLIMHCKMX HayK — MepBOoro JETCKOro 3HA0KpU-
Hosora B JleHuHrpage, bbino NpUcBOEHO eMy yxKe MoCcMepTHO,
OH CKOHYarncs 13-3a Tsxenon bonesHu.

PasButue cnyx6bl 3HZOKPUHONOrNYECKOM NOMOLLM LETAM
JleHuHrpapa 6bino HepaspbiBHO CBA3aHO CO CTAHOBNEHWUEM
cucteMbl 06pa3oBaHKs Bpayeii. C Hauana paboTbl 3HAOKPUHO-
noruyeckoe otaenenne 6onbHuubl uM. KA. Payxdyca crano
K/IMHWYecKoii ba3oii MeauumHCKuX By30B CaHKT-leTepbypra.
MepBbiii CNeLmanuanpoBaHHbIi Kypc NOArOTOBKU NeavaTpoB
Mo 3HA0KPUHONOrMM bbin opraHu3oBaH B JINTMU Ha Kadeppe
neamaTpum GaKynbTeTa ycoBepLUeHCTBOBaHMS Bpayeit (DYB),
pykoBoamn Kotopon npodeccop H.M. LWabanos, B 1990T.
KnuHnyeckas nofrotoBKa LETCKUX 3HLOKPUHONOrOB Npu 06-
YYEHUM Ha KypCe OCYLLECTBASANACh B 3HLOKPUHONOMMYECKOM
otaeneHnn bonbHuubl M. K.A. Payxdyca. Bpaun-nepmatpbl
M0 OKOHYaHWM Kypca noayyany cepTUduKaT cneumuanmeTa 3H-
AoKpuHonora o 1998 r. HenocpencTeeHHbIM OpraH13aTopoMm
1 pyKoBoauTenieM Kypca 6bina BJ1. Juce (puc. 10).

B.J1. Jiucc (1946-2003) nocne oKoHYaHMsA OpAMHATYpbI Ha
Kadenpe A.Q. Typa pabotana B 3HZOKPUHONIOrMYECKOM OTAE-
neHun BpayoM-neauatpoM B 1982-1985 rr., 3awmtnna Kak-
OMAATCKYI0 AuccepTaumio «3aflepKa NosioBoro pasBuTus
Y Masb4uKOB, CUHAPOM HenpaBubHOro nybepTartax [4]. Bepa
JIbBOBHa nosyumna ydyeHoe 3BaHWe AoLeHTa Ha Kadepnpe
®YB JINMMU v BonnoTuna Meuty JleoHnaa Mapkosuya — cos-
AaTb CaMOCTOATENbHBIA KypC NpenogaBaHus AETCKON 3HA0-
KPMHOJIOrWK [N151 BpaYeid, Hanucana rna.bl Mo 3HAOKPUHONOM MK
B y4ebHuKe «[leTckue bonesnu» [11] n «HeoHatonorms» [12]
noa pepakumen H.M. LWabanosa, nogrotoBuna K nevatu
PYKOBOACTBO 1A Bpauel «[MarHocTuka u nevyeHue 3HAo-
KpUHHbIX 3aboneBaHuid y feteit u nogpoctkos» (2003), Ho
[0 BbIX0Ja ee B CBET He foxuna. PykoBoAcTBo 1A Bpayeil
Bbino nepemsgaHo ceMb pa3 U NOMb3YeTCA NONYASPHOCTbIO
Cpeau Bpayeil — AETCKUX IHAOKPUHOMOr0B [0 HACTOSALLEro
BPEMEHH.

Kypc «[leTckass 3HAOKPUHONOMMA», OPraHW30BaHHbIN
B.J1. Jiucc B JINMW pna Bpauyen, ocTtaBancs HeU3MeHHbIM
Mo cocTaBy NpenojaBaTefien U MpUHUMMAM OpraHu3auum
y4ebHoro npouecca, HecMoTpsl Ha CMeHy Kadegnp, B paMm-
Kax KoTopblx Benocb 0byyeHue. CerofHa 310 Kadedpa ne-
avatpun uMenn npodeccopa W.M. BopoHuoBa dakynbTeta
MocneBy30BCKOr0 U [OMOSHATENBHOMO NpOdeccroHanbHoro
0bpa3oBaHu.

Mocne aBapuu Ha YepHOBLINLCKON aTOMHOM 31EKTPOCTaH-
uv B 1986 r. bpuragpl Bpauen JINMMU Bole3xanu B permoHbi
Benopyccun ans ocMoTpa feTeid, NPOXMBAIOLLMX B PETMOHAX
PaAMaLMOoHHOro 3arpssHeHus. B rpynny Bceraa Obin BKIIOYEH
neamvaTp-3HAoKpuUHonor. Bo3Hukna HeobxoauMocTb Aonon-
HWTeNbHO obcnefoBaTh AeTen U NOLPOCTKOB, Y KOTOPBIX NP
ocMoTpe bl BbISIBNIEH PUCK 3HA0KPUHONATUW. C 3TOM Lienbio
B 1990 r. no nHmumatmee npodeccopa JibBa Bnagummnpou-
ya JpMaHa, B T BpeMs 3aBefiyloLLiero Kadepon akageMuKa
A.0. Typa, B0 2-1 rocnuTanbHom KinHuke JINMMU Havanm 06-
CnefoBath W JIEYUTb MALMEHTOB C 3HLOKPUHHBIMM 3aboneBa-
Husmu. B 2009 r. B JINMMW 6b1no 0TKpbITO BTOPOE B rOpoAe
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3HOOKPUHONOrMYecKoe oTfeneHne. B Hactoswee Bpems
B K/MHUKe 00CneayioT W nieyat Aeten U3 JIeHWHrpaacKoi
obnactn, Ceepo-3anagHoro denepanbHOro OKpyra u pe-
rmoHoB Poccum. KnuHuka sBnseTca 6asoii onis cTyAeHToB,
opAvHaTopoB, acnupanToB CaHkT-lleTepbyprckoro rocyaap-
CTBEHHOT0 NeJMaTpUYecKoro MeAMLIMHCKOTO YHUBEPCUTETA.

B 2009 r. B coctaBe WHcTUTyTa 3HAOKpUHONOrMM LleHTpa
Anma3oBa bbina opraHuzoBaHa HayuHo-uccnefoBartenbcKas
nabopatopus (HWJ1) petckoii anpokpuHonorum. C 2010 .
no Hactosiiee BpeMa HWJT peTckon aHLOKpUHONOrMK 3aBe-
pyet npodeccop MpuHa JleopoBHa HukutuHa.

B 2017 r. B cBA3K C OTKpbITMEM HOBOrO AETCKOro je-
uebHo-peabunuUTaLMoOHHOro KOMMEKCa KONMYECTBO Mpo-
UIbHBIX KOEK MO [eTCKOM 3HAOKpUHoMorun bbino yBe-
NMYeHo. B HacTosilee BpeMs OTAENEHMe OCYLLecTBNISeT
AMarHoCTUYECKYH M NleYebHY0 NOMOLLb AETAM C 3HAOKPUH-
HOW naTonorueii U3 pernoHoB Poccun n cTpaH BanxHero
3apybexnbs.

Kadepnpa sHooKpuHonorum uM. akagemuka B.I. bapa-
HoBa CeBepo-3anajiHoro rocyfapcTBeHHOro MeAMLMHCKO-
ro yHuBepcuteTa — Kadefpa OCHOBOMOJOXKHUKA [LETCKOI
3HA0KpUHONOrMM B Poccu — npopomkaeT nojfepxusatb
3anoxeHHble UM B 1963 r. Tpagmumu. o 2001 r. nogrotos-
Ka Bpayeii-3HLOKpPMHONOroB B AKageMuu nocneamnioMHoro
obpa3oBaHuA BKIKOYana B Cebst NEKUMOHHBIN Kype Ans Bpa-
Yeli NeaMaTpoB., NeanaTpsl Nonyyany obpasoBaHue B paMKax
MporpamMMmbl MOBBILLEHNS KBaNMdUKaLMW N0 3HLOKPUHOO-
rum. K yxe cyLLecTBytoLLMM NporpamMMam NofroToBKM Bpayeli
Mo creumanbHOCTH «3HAOKPUHONOrMA» fobaBunack HoBas,
OTKpbITas No npukasy Muxsapasa Poccum B 2012 r.° cneum-
anbHOCTb «[ETCKas 3HLOKPUHONOUSY.

BonpocaM cTauuoHapHOW MOMOLLKM, HEOTIOXHOW Tepa-
MW 1 aMbyNaTOPHOW LETCKOW 3HLOKPUHONOMMM MOCBALLEHbI
HayuHble WUCCnefoBaHUA COTPYAHMKOB Kadefp nepuatpum
1 3HpokpuHonorum B CankT-Tetepbypre. C 2001 r. neguatpbl
3awmTnmn 19 KaHAMAATCKUX U TPW [LOKTOPCKWE AMCCepTaLmu
C WKdpoM cneumanbHOCTU «3HAO0KPUHONOTUS Y.

C koHua 1990-x rr. poccuiACKMe Hay4Hble UCCNeaoBaTeslb-
CKWe LEHTpbl Hayanu nosyyaTb MpUriaLleHus y4acTBoBaTh
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B MEXAYHapOAHbIX MHOMOLEHTPOBbLIX KIIMHUYECKUX McCChe-
[0BaHMSAX M0 AETCKOW 3HAOKpUHonorun. bonee 20 net ne-
Amatpbl-3HaoKpuHonoryu CaHkT-leTtepbypra, nponas otbop
COr/IacHO KpUTEpPUSM Ha NPaBo 3aHMMaTbCS UCCre0BaTelb-
CKOI paboToM, y4acTBYIOT B MeXAYHaPOAHBIX KIIMHUYECKUX
uccneoBaHuAX no 3GeKTUBHOCTM M 6e30MacHOCTM pasnuy-
HbIX MPenapaToB B AETCKOM 3HLOKPUHONOMUN.

B 3akmioueHune cnepyet otMeTuTb: B CaHKT-lleTepbypre
[EeTCKas 3HA0KPMHOMOMMS KaK OTAeNbHas MeULIMHCKan cre-
LManbHOCTb HepaspbiBHO CBA3aHa C MMEHaMK aKafeMUKOB
B.I. bapaHoBa n A.®. Typa. VX y4EHUKM U YYEHUKU UX y4e-
HWKOB, BHE 3aBUCUMOCTM OT MecTa paboTbl U 3aHMMaeMoi
LOJKHOCTb MM HAY4HOTO 3BaHUS, NPOLOMKAKT COXpaHATh
3a10XKeHHbIE MU TPAZMLMKM W NPUHLMMBI NPEEMCTBEHHOCTH,
OTBETCTBEHHOIO OTHOLLEHMS K BbIbpaHHOM cneumansHoCTy.

A0NOSTHATESIbHAS! UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbI BHECAM CYLLECTBEHHbIA BKIAL,
B pa3paboTKy KOHLenuuu, MpoBefeHWe UCCNefjoBaHUs W MOA-
rOTOBKY CTaTby, MPOYNM U OA00pUNM GuHambHYl0 Bepcuio nepep,
nybnvkaumei.

KoHdnukT uHTepecoB. ABTopbl AeKnapupylT oTCyTCTBUE
ABHBIX UM MOTEHUMANbHBIX KOHGIMKTOB WHTEPECOB, CBSA3aHHbIX
¢ nybnmKaumeit HacTosLLel CTaTby.

WUcTouHuK dpmHaHcMpoBaHUs. ABTOPbI 3asBNISIOT 06 OTCYTCTBUM
BHELUHero GUHaHCMpOBaHWUA Mpy NPOBeLEeHUN UCCIIeA0BaHMS.
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