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AHHOTALNA

Cencuc HOBOPOXAEHHBIX SBNSETCA O4HMM U3 Haubonee TAXENbIX 3ab0seBaHMIn HEOHATaNIbHOMO MepyMoja C BbICOKOW Bepo-
ATHOCTBIO Pa3BMTWA MONMOPraHHONW AWUCHYHKLMM, CENTUYECKOro LoKa M HebnaronpusTHoro ucxopa. MpeactaBneH NpoexkT
(efepanbHbIX KIMHUYECKMX PEKOMEHAALMIA MO fIeYEHWH0 Cencuca y HOBOPOXKAEHHbIX, KoTopble Bbiiu paspaboTaHbl ¢ yue-
TOM MPUHLMMNOB [J0Ka3aTeNbHOW MeavUMHbL. B mpouecce NOAroTOBKYM KIMHWYECKUX pEKOMeHAaUMI Bbinn copMynnpoBaHbl
KioyeBble Bonpockl no ¢opmyne PIPOH: P (population) — nonynsuus nauueHToB W XapaKTepucTuka 3abonesaHus (HOBo-
POX[EHHBIE C CENCUCOM U CENTUYECKUM LLOKOM); | (interventions) — BMeLLaTenbCTBa (MEpPONPUATUS MHTEHCUBHOM Tepanum);
P (professionals) — LeneBas ayauTopus KIMHUYECKUX PEKOMEHZALMI (BpauM — aHECTe3U0N0ru-peaHnMaTonori, Bpadm-
HEOHaTomNOorM, BpauM-neamaTpbl, BpPaum-xmpyprit, Bpaun-uHdexumonnctbl); 0 (outcomes) — oxupaemble UCXOALI, KOTOpbIe
MOryT BbITb yNyyLLeHbI (MCXOAbI NALMEHTOB, OKa3aTeu CUCTEMbI 34paBOOXPaHEHNS, ANMAEMUOIOTMYECKVEe NOKa3aTenu n ap.);
H (health care setting) — MecTo okasaHWs MeaMLMHCKON NoMoLLy (ambynatopus, CTaLMoHap, 0TAeNeH e peaHuMaLmm 1 UH-
TEHCMBHOM Tepanuu). [TpoeKT BKIKOYaeT B ceba pa3aesbl o 3TMOMOrK, NaToreHesy U AMarHoCTUKe Cencuca y HOBOPOXKAEHHbIX.
Ocoboe BHMMaHWe yAeneHo BOMPOCaM MMKPOBMONOrMYEcKOM AMArHOCTUKM, BbISBNIEHWID BO3DyauTens, aHTMOaKTepuanb-
HOM TepanuW, pecrmpaTopHOM U HYTPUTMBHOM MOLAEPIKKE, BONPOCAM 3KCTPaKOPMopasbHOW FreMOKOPPEKLMM, NPUMEHEHMIO
BHYTPUBEHHbIX UMMYHOTN0BYIMHOB. OAHWUM U3 0653aTeNbHBIX INEMEHTOB TEpPanuK ABNSETCA PpaHHEe Hayaso 3HTepPasibHOro
MUTaHMS C UCMOMb30BaHNEM FPYAHOT0 MOJIOKA, MPUMEHEHME KOTOPOro MOXHO OTHECTW K 0fJHOMY K3 Hanbonee 3 deKTUBHbIX
MEeTO[L0B NPO(UNAKTUKW MO3LHEr0 Cencuca y HefOHOLEHHbIX HOBOPOXKAEHHBIX C HU3KOW M IKCTPEMANbHO HU3KOW Maccoi
Tena Npy poXAEHUU.

KnioueBble cnoBa: cencuc; CenTMYeCKNUi LLOK; HOBOPOXOEHHblEe; AMarHoCTUKa; nevyeHune; I'IpOd)VIJ'IaKTVIKa; UCXoA4,; KJINHU-
YeCKune peKomMeHaaunu.
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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.
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MEPEZIOBAA CTATBA

TEPMWHbI U ONMPEAENEHUA

HeoHaTanbHbIli cencuc — MoATBEPIKAEHHOE MAM Mo-
A03peBaeMoe yrpoxatoLLee usHu 3abonesaHue, 0bycnos-
fleHHoe reHepanu3aumeid MHbEeKUMM 1 NporpeccupoBaHueM
CMHAPOMA CUCTEMHOW BOCMANUTENbHOW peakumm Ha doHe
AVCPEryNALMM UIMMYHHOIO 0TBETa, MPUBOAALLIEE K Pa3BUTUIO
MOSIMOPraHHON ANCYHKLUMM B nepBble 28 CYTOK MU3HU.

CenTuyeckmii wok (CLL) — ocTpo BO3HMKLLEE pacCTpom-
CTBO TeMOAMHAMUKW, XapaKTepU3YIOLLEecs KPUTUYECKUM
YMEHbLLEHWEM TKAHEBOrO KPOBOTOKA, KIIMHWUYECKUM NpOsiBIe-
HMEM KOTOPOro SIBMISIIOTCA MPU3HAKW CUCTEMHOI runonepdy-
31m (apTepuanbHas MUNoTeH3us, OIUTYpUs, rUnepakTaTemMus)
y NaumeHTa ¢ Nof03peBaeMoii MM JOKa3aHHOW MHEKLMEN.

NHbeKkuma (MHbEKUMOHHBIA NpoLiecc) — B3aMMOLEeNCTBUE
B03byauTens 3abonieBaHMs C OpraHU3MoM YenoBeKa WIN M-
BOTHOrO, NposiBnstoLLeecs Hosie3HbI0 B0 HOCUTENBCTBOM.

1. KPATKAS UHOOPMALIUA MO
3ABO/IEBAHUIO U/IU COCTOSIHUIO
(TPYNNE 3ABOJIEBAHUI UK
COCTOSIHUHK)

1.1. OnpepeneHue 3aboneBaHMs WM COCTOSIHMA
(rpynnbl 3a6oneBaHni UK COCTOSHUM)

Cencuc HOBOPOXEHHLIX — MOATBEPIKAEHHOE WK NOJ0-
3peBaeMoe YrpoXKaloLLiee Mu3HW 3aboneBaHue, 0bycnoBeHHoe
reHepanu3aumen UHGEKLUMM M NPOrpeccupoBaHNEM CHHAPOMa
CUCTEMHOI BOCMANMUTENbHON peakumn Ha (oHe Avcperynsaumum
WMMYHHOTO OTBETA, MPUBOASALLIEE K PasBUTUI0 MOJMOPraHHOM
IMCOYHKLMM B nepable 28 cyT ushu [2, 9, 12, 14, 20].

1.2. 3tuonorMa u natoreHes 3aboneBaHUs WM
cocTosiHuA (rpynnbl 3a60n1eBaHUIA MU COCTOSHUIA)
Cencuc HOBOPOXKAEHHbBIX MOTYT BbI3bIBaTb MPaMMONIOMU-
TeNbHble U rpamMoTpuLaTeNibHble aspobHble U aHaapobHble
MUKpOObI (Tabs. 1), Npy 3TOM 3TMOSIOMUS HEOHATANIbHOIO Cen-
CMCa CyLLECTBEHHO OT/IMYAETCSA B 3aBUCUMOCTU OT BPEMEHM
MHOULMPOBaHMA NJoJA U HOBOPOXKAEHHOTO (aHTeHaTabHOE,
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WHTpaHaTasnbHOe U MOCTHaTaNbHOE) U BXOAHbIX BOPOT UHGEK-
unm [12, 14, 20].

Mpy aHTe- U MHTPaHaTaNIbHOM UHGWLMPOBaHUM D0bLLYIO
ponb UrpaeT ¢iopa MaTepu, Npy NOCTHaTaNbHOM — FOCMK-
TaNbHble MUKPOOPraHu3Mbl. B criyyasix nocTHaTanbHoro
MH(ULMPOBaHMUA OCHOBHOM NyTb Mepefayn baKTepuanbHOM
(bnopbl — KOHTaKTHbIA. OCHOBHblE MCTOYHMKM MHQEKLMM
B OTAEJIEHUM peaHuMaLMv v MHTeHcuBHOM Tepanum (OPUT) —
3T0 NepPCoHan 1 HeMocpeACTBEHHO MaLMEHTbI.

N3BectHo, uTo rpamoTpuuatenbHas ¢opa pasMHOMaeT-
A B BOAHbIX U Cabblx pacTBOpax aHTUCENMTUKOB (He cnMpTo-
cofepialLmx), rpamnosioxuTencHas ¢opa (ocobeHHo cTa-
(MNOKOKKM) KONMOHM3VPYET PyKU MepcoHasa, U B CWiy CBOEVA
rppodobHocTu Staphylococcus epidermidis criocobeH aaresvpo-
BaTb Ha M/1IaCTUKOBbIE 1 NOSIMMEpHbIE MaTepuastbl (KaTeTepbl, 30H-
bl ¥ NpoY.). AHaapobHas driopa MOXKET BbI3bIBaTb HEOHATA/bHbIN
Cencuc B CITy4asiX MbIIEBOrO, BHE DOMBHAYHOIO «3arpsHEHUs,
Hanpumep Mpy LOMALLHWX Pojax WM Mpy MHQUUMPOBAHHBIX
paHax, a Takke B ciyyasx nonafaus Bosbyaurens (Clostridium
difficile) Ha bproLLMHY, a 3aTeM B KPOBb MU HEKPOTU3MPYHOLLIEM
3HTEPOKO/MTE, NEPHOPALIMN KULLEYHUKE Y HOBOPOXAEHHBIX.

3T1ONOrMYecKUin AMarHo3 HeoHaTanbHoro cencuca obbly-
HO MOATBEPKAAETCS MONOKMTENbHBIM BbICEBOM U3 KPOBM,
Mpu 3TOM OTpULATENbHBIA pe3ynbTaT UCCef0BaHuUs He uc-
KJloYaeT AmarHosa «cencucr [162, 193].

OTpuuatenbHble pe3ynbTathl Yalle BCero 06ycnoBieHbl
HasHayeHWeM aHTMOMOTUKOB [0 WCCNEe0BaHWUS KPOBW Ha
cTepunbHocTb [73, 158].

[pubbl popsa Candida (C. albicans, C. parapsilosis,
C. tropicalis, C. glabrata, C. krusei, C. auris v pp.) TaKkxe
MOryT BbI3bIBaTb FeHEPanM30BaHHyl0 MHPEKLMIO, HO B Ha-
cTosiLiee BPeMs HeOHaTasbHbIA KaHAMA03 CYUTAETCA Lpyroi
HO30/10TMYECKON eIUHULEN — «MHBA3WBHbIA KaHOMO03»
(wmndp no MKB-X — P 37.5) [136].

Takue uHdeKuMM, cneumduyeckue AnNA nepuHaTasb-
HOro nepuofa, HanpuMep yporeHuTanbHbIi U pecnupaTop-
Hblii MUKonnasmo3 (Mycoplasma hominis, M. pneumoniae,
M. genitalium, Ureaplasma urealyticum), xnamuauitHas
udekums (Chlamydia trachomatis, Ch. psittaci, Ch. pneu-
moniae), UUTOMEranoBypycHas 1 reprneTnyeckas MHQeKLms,

Ta6nuua 1. 3tmonorus cencuca Y HOBOPOXEHHbIX B 3aBUCUMOCTU OT CPOKOB MaHVICbECTaLI,VIVI

Table 1. Etiology of neonatal sepsis by onset

PaHHuin HeoHaTanbHbIi cencuc / Early neonatal sepsis

Mo3aHuin HeoHaTanbHbI cencuc / Late neonatal sepsis

1. CtpenToKokky rpynnbl B / Group B streptococci

2. Escherichia coli

3. Koarynaso-HeratusHble CTaUnOKOKKM /
Coagulase-negative staphylococci

4. Haemophilus influenza

5. Listeria monocytogenes

2
3
4
5.
6.
7
8
9
1

Koarynaso-HeratusHble CTaUNOKOKKM /
Coagulase-negative staphylococci
Staphylococcus aureus

Escherichia coli

Klebsiella pneumoniae

Pseudomonas

Enterobacter

Candida spp.

CrpenToKokkv rpynnbl B / Group B streptococci
. Serratia

0. Acinetobacter
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ToKconnasmo3 (Toxoplasma gondii) u npoumne, M3BECTHbI KaK
TORCH-cungpom [7, 12, 20].

CaMble TXeNble, YrpoXatoLLmMe XU3HU, MHPEKLIUN Bbi3bl-
BalOT MOJSIMPE3NCTEHTHbIE MUKPOOPraHU3Mbl, KOTOpbIX AMe-
pUKaHcKoe 06LLecTBO Mo MHPEKLMOHHBLIM BonesHaM (IDSA)
0603Haumno Kak «ESCAPE»-natoreHbl (0T aHes. escape —
yCKonb3aTb, U3beratb, cnacatbCs), NOCKONLKY OHM 3ddeK-
TUBHO «M3beraloT» BO3AENCTBUA aHTUOAKTEpUanbHbIX npe-
napatoB (cM. Tabn. 1) [154]. K HuM oTHocsaTes Enterococcus
faecium, Staphylococcus aureus (MRSA), Klebsiella pneu-
moniae, Escherichia coli, Acinetobacter baumannii, Pseu-
domonas aeruginosa v Enterobacter spp.

MNatoreHes

Ha thoHe TeueHMs MHEKLMOHHOIO MpoLiecca 0TMeYaeTes aK-
TWBaLMS NPO- U NPOTMBOBOCTANITENTbHBIX LIUTOKMHOB, KOHTPOJTb
3a CMHTE30M KOTOpbIX B YCI0BUSX UMMYHHOTO AucbanaHca 3Ha-
YMTENTbHO HapYLLIEH, YTO MPUBOLUT K BTOPUYHOMY MOBPEMHAEHHIO
CUCTEM OpraHOB M Pa3BUTVK MOIMOPraHHOM auchyHKUMM [25, 67,
162, 165-167, 189]. B pe3ynbrate peanusaumm 3dpheKToB LmTO-
KMHOB (hopMmpyeTCs DEHOTUN Cemncuca C y4acTUeM HEMMMYHOJI0-
TUYECKMX 3BEHBEB MaToreHesa C BKIIOYEHWEM B NaTONIONMYECKMiA
MpoLiecc CepAe4HO-COCYANCTON U [bIXaTesbHOM CUCTEM, FopMo-
HasbHOro, HeMpoHanbHoro, broaHepreTMyecKoro, MeTabonmye-
CKOTO W KoarynsuvoHHOro 38eHbeB [67, 86, 165, 188].

OcobeHHOCTM naToreHe3a U TeYEHMs! paHHEro HeoHa-
TanbHOro cencuca

1. Bo3byautensamu BocxXoAsileit MHbeKUMM ABNSIOTCA
aspobHble U aHa3pobHbIe MUKpPOOLI, 0bUTalOLLME B POLOBLIX
nyTaX MaTepu.

2. Haubonee yacTo 3apaxeHue NpOMCXOAUT BO BpeMs
| n Il nepuoaoB poaoB, HO MOXET NPOM3OIATU U BO BpeMs
bepeMeHHOCTH.

3. BepoATHOCTb pa3BMTUA XOPUOAMHUOHWUTA U BOCXOLSA-
e MHPEKLUMM UMEET MONOKMUTENBHYI0 KOPPENsLMOHHYH
CBA3b CO CPOKOM 0€3BOJHOr0 NEpuoja, C YBENMYEHMEM
JJMTENIbHOCTU KOTOPOro BEpPOSTHOCTb Pa3BUTUS Cencuca Cy-
LLIeCTBEHHO BO3pACTaeT.

4, DaKTOpPaMy pUCKa paHHeN HeoHaTanbHOWU MHMEKLMM SB-
NAKTCA TPaBMaTUYHbIe, TAXENbIE U MPeXAeBPEMEHHbIE POJbI.

5. Hanbonee onacHblii BapuaHT BOCXOAALLENH MHGEK-
LMW — acnupauus 1 3arnatbiBaHue NioAoM bakTepui u3
OKOJIOM/IOZHbIX BOJ, YTO MPUBOAMT K Pa3BUTUK0 BPOXKAEHHOV
MHEBMOHUM WM CUCTEMHOM MHGDEKLMM, KITMHUYECKUE Npo-
AIBNIEHNS KOTOPbIX MOTYT BO3HUKHYTb KaK A0 (TaxvKapaus,
CMMNTOMbI BHYTPUYTPOBHOW TMMOKCUM MA0Aa), Tak 1 nocne
poXaeHus (nepuHaTanbHas acdurcms). B GonbLumHCTBE Cy-
YaeB CUMNTOMbI UH(EKLMM NOSBASKOTCA CMYCTA HECKOMbKO
4acoB WNM CYTOK NOC/e POXAeHUs (PecrnvpaTopHbIn auc-
Tpecc, ocTpast HelOCTaTO4YHOCTb KPOBOOBPALLEHMS, LLOK).

Ocob6eHHOCTM naToreHesa MO3JHEro HeoHaTajlbHOro
cencuca

1. Hanbonee vacTo 3apaxeHue NpPOUCXOAMT B OTAeNe-
HUAX peaHUMalUMM U MHTEHCMBHOM Tepanuu MeaULIMHCKUX
OpraH13aLmin Uam B SOMALLHUX YCTIOBMSX.
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2. NHBasuBHble MaHunynaumm (MHTybaums TpaxeM, Ka-
TETepU3aLmus COCYLO0B MYyNOBMHbI) U PeaHMMALMOHHbIE Me-
pOMpUATUS YBENIMUMBAIOT PUCK pasBUTMS baKTepuanbHoW
UH EKLMN.

3. OcHoBHOM NMyTb NEpPeAayn — KOHTAKTHO-ObITOBOIA.

4. WHdekumm LHC (MeHWHMUT) M reHepann3oBaHHas cu-
CTeMHas peakuusi B DONbLUIMHCTBE CiyyaeB pa3BUBAlOTCH
B pe3ysbTaTe reMaToreHHoW AUCCeEMUHALMN.

1.3. Inupemuonorus 3aboneBaHMs MM COCTOSHMSA
(rpynnbl 3a6oneBaHui UNKU COCTOSHUM)

HeoHaTanbHbIii cencuc — OfHa W3 BeLyLUMX MPUYKH
3ab051eBaEMOCTM U CMEPTHOCTU Y AeTell NepBoro Mecaua
JKU3HM, YTO 0BYCIOB/IMBAET CyLLECTBEHHBIN COLMANbHO-3KO-
HOMMYECKUI YLLepb 1 BO3pacTatoLLyl HarpysKy Ha cucTeMy
34paBooxpaHenus [23, 75].

YacToTa pa3BuTus cencuca y HOBOPOXAEHHbIX 3aBUCUT
OT MHOXECTBA (haKTOPOB, OCHOBHBIMM U3 KOTOPbIX SABASOTCS
KIMMaTU4ecKue ycnoBus, LeMorpadmyeckas U 3KOHOMU-
YecKas XapakTepucTuka rocygapctea [156]. BeposaTHocTb
pa3BuTUS (aTasbHbIX Cy4aeB CENncuca y HOBOPOXKIEHHBIX
B Pa3BMBAIOLLMXCS CTPaHaX 3HAYMUTENIbHO BbilLe MO CpaBHe-
HWKO ¢ pa3suTbiMK [172].

Cpeay MHdEKUMOHHBIX 3aboneBaHNUN LETCKOro Bo3pacTa
cencuc u CLL sBnstoTcs BeayLLen NpuymnHoii cMepTHOCTH [66].
CornacHo MexayHapoAHOMYy MHOrOLEHTPOBOMY UcC/e[i0Ba-
Huto, B OPUT nepmatpuueckoro npoduns cencuc BCTpeya-
etca y 8,2 % naumeHToB, a 0bLias NeTanbHOCTL BapbupyeT
ot 21 no 50 % B 3aBUCMMOCTM OT KOHTUHEHTa [184].

B CLUA yacToTa paHHero HeoHaTasbHOr0 cemncuca ¢ no-
NOXVWTENbHBIM pe3ynbTaToM BaKTeproornieckoro nccneso-
BaHus coctapnisieT 0,32 Ha 1 ThiC. XMBOPOXAEHUNA. TobKO
y 3-8 % HoBOpOXEHHBIX Cencuc byneT NOATBEPKAEH MyTeM
BblJieNeHns BO3byauTens.

Ha ocHoBaHuM MeTaaHanusa, MpoBefEHHOro B CTpa-
Hax C BbICOKUM YpOBHEM [0X0[a, BbISIBJIEHO, YTO 3abore-
BaeMOCTb CENCUCOM Y AeTen cocTaBnsana ot 22 o 48 Teic.
yenosekK B rof, [183, 184]. YactoTa cencuca y HOBOpPOXKAeH-
HbIX B Poccuickoii ®epepauym B [OCTYMHOM nuTepaType He
NPOAEMOHCTPUPOBaHa, YTO, BeposiTHee Bcero, obycnosne-
HO TeM, YTO HeOHaTaslbHbIW CENcUC ABNSAETCS HE OCHOBHBIM
3aboneBaHWeM, a OCNOMHEHWEM ApPYrUX NaToONOrUYECKUX
npoLieccos.

Mo naHHbIM MepepanbHoi CNYXKObI rocynapcTBEHHOM
cTatucTukm (2021 r.), 3aboneBaeMocTb DaKTepuanbHbLIM
cencucom coctaenset 0,1 % cpeay BCeX KMBOPOXKAEHHbIX.
06wasn netanbHocTb gocturaet 24,4 %, npu atom 58,7 %
MPUXOAMTCA Ha PaHHIOKD HEOHATaNbHYK CMEPTHOCT.

3aboneBaemMocTb cpeay LOHOLIEHHbIX KpalHe HeBenuKa
(0,03 %), B TO BpeMs KaK Yy He[lOHOLUEHHbIX HOBOPOXAEH-
HbiXx OHa paBHa 1,1 %. JleTanbHOCTb Yy AOHOLUEHHBIX CO-
ctasnset 15,8 %, cpean HeAOHOLUEHHbIX C CENCMCOM —
31,6 %.

3aboneBaeMoCTb CEMCUCOM Y [ieTeli C BECOM MpU POXK-
neHnm medee 1000 r MakcumanbHa — 8,2 %. JletanbHocTb
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coctaenifieT 42,5 %, n3 Hux 51 % npuxooutcs Ha paHHIow
HeOHaTaslbHyl0 CMepTHOCTb.

3aboneBaeMoCTb CENCMCOM Cpeay AETel € BECOM Npu
poxaeHun bonee 1000 r (BK/0YaA AOHOLIEHHBIX U HElOHO-
LUeHHbIX HOBOPOXKAEHHbIX) cocTasnseT 0,06 %. JletanbHocTb
coctaBnset 19,5 %, u3 Hux 67,2 % NpuXoamUTCS Ha paHHIo0
HeOoHaTaslbHyl0 CMepTHOCTb.

MepuHaTanbHas rUnokeus M achuKeus B pojax, acnu-
paumMs MEKOHMs, KONOHU3aLMA CTPEeNTOKOKKaMW rpynnsl B
BepeMeHHBIX, XOpPUOAMHUOHWT, NPEXAEBPEMEHHbINA Pa3pbiB
nnoAHbIX 0bosoyeK, BarvHanbHoe obcnepoBaHue 6Gonee
3 pas, HWU3KMI CPOK recTaumm, MHOEKUUM YPOreHUTaNbHOro
TpaKTa MaTepu, nepuHaTanbHas JIMXOpafKa, 04eHb HU3KWN
BeC Npu poxaeHun n geduumnt sutammuHa D B kpoBK MaTepu
U TONIBKO YTO POAMBLLEr0CS HOBOPOX/EHHOTO MOXHO CUM-
TaTb (aKTOpaMu pUCKa paHHEro HeoHaTalbHOro Ccerncuca
[14, 38, 162, 190]. ®aKTopbl pUCKA HEOHATANIbHOTO CEencu-
ca npeAcTaBneHsbl B Tabn. 2.

1.4. OcobeHHoCTU KoaupoBaHWUA 3aboneBaHus Unu
cocTosHua (rpynnbl 3aboneBaHUM MU COCTOSIHUM)
no MexxayHapogHOM CTaTUCTUYECKOW Knaccuduka-
umu 6onesHen U npobneM, CBA3aHHbIX CO 3,0POBLEM

B MexayHapooHOM CTaTUCTUYECKOW Knaccuduka-
umv 6bonesHeir u npobneM, CBA3aHHbIX CO 3[40POBbEM,

Ta6nuua 2. GaKTopbl pycka Cencuca y HoBOPOXAEHHbIX
Table 2. Risk factors for sepsis in newborns

Tom 15,Ne 4, 2024

leanatp

10-ro nepecMoTpa amarHo3 «Cencuc HOBOPOMAEHHbIX»
KOAMpYeTCs B CNepytoLwmnx pybpuKax:

P36.0 — Cencuc HOBOpPOXAEHHOr0, 00YCNOBNEHHbIN
CTPENTOKOKKOM rpynnbl B.

P36.1 — Cencuc HoBopoxAeHHOro, 06yCNOBMEHHbIN
OPYrIMU U HEYTOUYHEHHBIMW CTPENTOKOKKaMMU.

P36.2 — Cencuc HOBOPOXAEHHOTO, 06YCIOBAEHHDIN
3010TUCTLIM cTadmnoKoKKoM [Staphylococcus aureus].

P36.3 — Cencuc HOBOPOXAEHHOTO, 00YCOBAEHHDIN
LPYrIMU U HEYTOYHEHHBIMU CTaQUIIOKOKKAMM.

P36.4 — Cencuc HOBOpPOXAEHHOr0, 00YCNOBAEHHbIN
KuLeyHon nanoukon [Escherichia colil.

P36.5 — Cencuc HoBopoXAeHHOro, 06yCNOBMEHHBIN
aHa3pobHbIMKU MUKPOOpPraHU3Mamm.

P36.8 — Cencuc HOBOPOXAEHHOrO, 06YC/IOBAEHHDIN
LpYrMu bakTepuanbHbIMU areHTamm.

P36.9 — bakTepuanbHbIl CeNcUC HOBOPOXKAEHHOO
HEYTOYHEHHBI.

MpY HaNMuKKM Y NaLMEHTa CENTUYECKONO LLIOKA K OCHOBHO-
My Koay nobaBnsetcs fononHUTeNbHbIA — R57.2

1.5. Knaccudumkauus 3aboneBaHuss uam coctosHus
(rpynnbi 3a6oneBaHuiA KU COCTOAHMIA)

CornacHo coBpeMeHHo KiaccudmKaLmu, BblAENSIT paH-
HWIA M NO3HUI HeoHaTanbHbIW cencuc [1, 4,7, 12, 14].

PaHHUi1 HeoHaTanbHbIN cencuc /
Early neonatal sepsis

Mo3gHuWIN HeoHaTanbHbIN cencuc /
Late neonatal sepsis

1. KonoHuzauws bronormyeckux IOKycoB MaTepu reMosinuTuqe-
CKUM CTPenToKoKKoM rpynmbl B / Maternal GBS colonization

2. TpexxeBpeMeHHbI pa3pbiB OKOMONNOAHbIX 000/104eK /
Premature rupture of membranes

3. lnuTenbHbIn 6e3BoaHbI nepuop, >12 4 /
Prolonged rupture of membranes >12 h

4. HepoHowweHHocTb / Prematurity

5. MHdeKummM yporeHuTanbHOro Tpakta Matepu /
Maternal urinary tract infection

6. XopnoamHuoHuT / Chorioamnionitis

7. TeMnepatypa Tena Matepu 6onee 38 °C 3a cyTkM Ao poaos /
Maternal fever greater than 38°C one day before delivery

8. OueHka no wwkane Anrap MeHee 6 6annoB Ha NepBoii M NATON
MUHYTax Xu3Hu / Low Apgar score (<6 at 1 or 5 minutes)

9. HyTpuTMBHas He[OCTaTOUHOCTb Y MaTepu /
Poor maternal nutrition

10. Hu3Kuit coumanbHbIil U 3KOHOMUYECKWIA CTaTyC ceMbi /
Low socioeconomic status

11. AbopTbl B brmkaiwee Bpems / History of recurrent abortion

12. TokcukoManus y Matepu / Maternal substance abuse

13. Huskuit Bec npu poxaenuu / Low birth weight

14.TpyaHoctv npu popopaspeluenum / Difficult delivery

15. Acdmkens B popax / Birth asphyxia

16. Acnupauus MekoHus / Meconium staining

17. BpoxpaeHHble aHoManuu passutis / Congenital anomalies

1. HegoHowweHHocTs / Prematurity

2. [inuTenbHoe UCMonb30BaHWe LieHTPabHbIX BEHO3HbIX KaTeTepoB
(>10 pnHen) / Central venous catheterization (duration >10 days)

3. Katetepusauus moueBoro nysbipsi / Urinary catheterization

4. HeobxoamMoCTb B A/MTENBHON UCKYCCTBEHHOW BEHTUALMM
nerkux /
The need for long-term control mechanical ventilation

5. Heypauu npu nonbiTKax pacLUMpeHuns SHTepanbHOro nuTaHus /
Failure to advance enteral feeding

6. NpUMeHeHWe Ha3anbHbIX KaHioNb [U1 OKCUreHoTepanuu
WM CUCTEM ANS NOLEPIAHNUA NOCTOSHHOTO MOMOXUTENBHOIO
LaBneHus B abixaTenbHbix nyTax (CPAP — continuous positive
airway pressure) / Nasal cannula or continuous positive airway
pressure (CPAP)

7. NpuMeHenmre H,-r1ctaMnHoBA0KaTOPOB M MHTUBUTOPOB MPOTOH-
Hoii noMnbl / Use of H,-receptor blocker or proton pump inhibitor

8. 3aboneBaHms enynoyHO-KULLEYHOro TpaKTa /
Gastointestinal tract pathology

00I: https://doi.org/10.17816/PED1545-53
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PaHHWiA HeoHaTanbHbIM cencuc (PHC) manudecTtupyet
B nepBble 72 4 }u3HM pebeHKa, XapaKTepHO BHYTpUYTpOO-
Hoe (aHTeHaTanbHOE) UM MHTPaHaTanbHoe UHPULMPOBaHHE.
Y 85 % HoBopoaeHHbIX cumnToMbl PHC nosenstotcs B nep-
Bble 24 4 )XW3HM (JaLLie Bcero cnycTs 6—8 4 nocne poxaeHus),
y 5 % oH pa3BuBaeTca B TeueHue 24—48 4 v npubnnsutenb-
Ho y 10 % ero npu3HaKu BO3HWKAOT Ha 2—3-U CYTKM HM3-
HW. Yawe Bcero nepsbiMu nposBreHuaMn PHC cTaHossTcs
MPU3HaKKU OCTPOM [bIXaTesbHOW Heo0CTaTO4YHOCTH.

KnuHuyeckme nposBNeHWs NO3LHEr0 HeoHaTaslbHO-
ro cencuca MoryT BO3HUKHYTb B nepuog oT 72 4 o 28 cyt
XU3HW. B DoMbLUMHCTBE CyyaeB UMEeET MecTo MocTHaTasb-
HOe MHOUUMPOBaHME, 0JHAKO B pAAE CIy4aeB MOXET ObiTb
U BHYTPUYTPOBHasA MHDEKLMS C MO3LHAM NPOSIBNEHNEM.

1.6. KnuHuyeckasa KapTuHa 3aboneBaHus Unm cocTo-
AHUA (rpynnbl 3a60neBaHUI UK COCTOAHMIA)

CneumnduyecKkux KIIMHUYECKUX NPU3HAKOB HEOHATANIbHOIO
cencuca He cywecrsyer [2, 112].

HeoHaTanbHbIi cencuc MoXKeT NPOSBAATLCA CeAYHOLLMMU
HecneumdUIecKUMU CUMNTOMaMM U cuHapoMamu [12, 14, 20]:
pecnupaTopHble PaccTPOiiCTBa (Taxu- uu 6pagmnnHo3, anHo3),
paccTpoiicTBa CO3HaHWS, NabunbHOCTL TeMnepaTypbl Tena,
XKENTyXa, 3K3aHTeMa, B TOM YuC/ie remMopparuyeckas, Taxu-
unu bpaauKkapams, NabunbHOCTb YPOBHS TIMKEMUM, CPbIrvBa-
HUs,, apTepUanbHas runoTeH3mus (MO3AHUN CUMMTOM).

Mpu pasBuTUM CENTUYECKOTO LUOKA OTMEYaTCA Credy-
fome cuMnToMbl [2, 64, 184]: Taxukapaus, pecnupaTopHbIn
JucTpecc (TaxurnHo3, yyacTue BCMOMOraTenbHOM MyCKyna-
Typbl B aKTe [blIXaHus, fecaTypaums), 0TKa3 0T KOpMIIEHUS,
naTofiornyeckas OKpacka KOXM (LMaHo3, cepbld KOMOpUT,
MPaMOpHOCTb), Auapes, Nitobble NMPU3HAKW HapyLLeHWs TKa-
HeBoW nepdy3uu.

ApTepuanbHyto rMNoTeH3MI0 HeNb3s CYMTaTh abCOMIOTHBIM
KpUTEPMEM CEMTUYECKOrO LLIOKA, 0JHaKO ee HaNinuue y HOBO-
POXAEHHOTO C KIIMHUYECKMMI NPOSIBNEHNAMIU MHDEKLIMOHHO-
BOCMaNIUTENbHOrO NpOLiecca MOXKET NOATBEPXKAATb Hanu4me
[aHHOT0 YrPOXKAIOLLEro COCTOSHUA.

CHMKeHWe cpeHero apTepuabHoro JaBeHUs HUXe BO3-
pacTHbIX pedepeHCHbIX 3Ha4eHWn (Tabn. 3) cBupeTenLCTBYeT
0 BbIpPaXKEHHbIX HapyLUeHUsX nepdy3un B rOIOBHOM MO3re,
cepaLe, NoYKax 1 Apyrux opraHax u TKaHax [2, 20, 64, 184].

Mpn aouarHoctuke CLU y HOBOpOXAEHHbIX Heobxomm-
MO WCKJIOYMTL Jtobble COCTOSHWSA, COMpPOBOXIAtLLMeCs

Vol 15(4) 2024
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BbIPa)XEHHBbIMM HapYLLEHNAMM KpoBOODpaLLieH!s, B NepByto
ouepe/ib KpUTUYECKMe BPOXKAEHHbIE NOPOKM cepAua (CMHAPOM
TMNOMNA3snKu NeBbIX OTAENOB, TPAHCMO3WLMA MarucTpanbHbIX
COCY/0B, KnanaHHble Nopoku). HekoTopble BpoXAeHHbIE Ha-
pyLLeHus MeTabonmama, NPUBOASLLME K rUNepasoTeMuu 1 M-
MornKeMum, Takke mMoryT cumynmuposatb CLU [47, 127].

2. QUATHOCTUKA 3ABO0JIEBAHUS UK
COCTOSIHMSA (TPYNMbl 3ABOJIEBAHUI
WU COCTOSAHUN), MEAULMHCKUE
MNOKA3AHUS U NMPOTUBONOKA3AHUSA
K NPUMEHEHWIO METO/10B
NUATHOCTUKM

Kputepum AnarHoCTMKMU HeoHaTanbHOro cencuca
A. Xanobbl u aHaMHe3
Hanuune ¢akTopoB pucKa pasBuTUA cerncuca sIBNSeTCS
BECKMM OCHOBaHWEM [15 ero BepudmKaLmum y HOBOPOXKAEH-
HOro pebeHKa NMpW HanMMYMM KIMHUKO-NabopaTopHbIX Npu-
3HaKOB TeYeHUst MHDEKLMOHHOMO NpoLecca.
b. ®usukanbHoe obcrieaoBaHUe
06wuti ocmomp:
NabunbHOCTL TEMMepaTypbl TeNa;
+ TeMnepartypa sapa Tena Boiwwe 38,0 °C unm Huke 36,0 °C;
+  BnegHOCTb, MKTEPUYHOCTb, MPaMOPHOCTb U/MAW LMaHO3
KOXM;
+ reMopparvyecKas Cbifb, CKiepema.
M3MeHeHUs co CMOopoHbI HEP8HOU cucmeMei:
*  BbIpa)eHHOe DECMOKOMCTBO / KPUK WM YTHETEHWE CO3HAHMS;
*  MbILUEYHasA TMNOTOHMS, runopednexcus;
+  Cypoporu.
M3meHeHUS co cmopoHbl dblxamesieHol cucmeMei:
+  W3MEHeHWe YacToTbl M pUTMa AbiXaHus (anHo3, Taxu- Un
OpaamnHo3);
+  HeoOX0AMMOCTb B LOMOJIHUTESIHOW A0TaLMM KUCIOPOLa;
+  HeobX0AMMOCTb B PecnMpaTopHoii NoAAepKKe (MHBa3MB-
HOM N HEMHBA3WBHOMN);
 TMNEpKanHMA Mo JaHHbIM aHanM3a ra3oBoOro COCTaBa
KpoBM.

W3MeHeHus co cmaopoHs! cepdeqHo-cocyducmol cucmeMbl:
BbIPAXXEHHbIE Taxu- UK BpaguKapams;

Tabnuua 3. CpesiHee apTepuanbHoe AaBMeHUe Y HOBOPOXKAEHHBIX B 3aBUCUMOCTM OT CPOKa recTaLyy 1 MOCTKOHLENTyasbHoro Bospacta [62]
Table 3. Neonatal mean blood pressure by gestational age and postconceptual age [62]

Cpok recraumu, Hef,. /

MocTKoHLenTyanbHbIA Bo3pacT, 4 / Post-conceptual age, h

Gestational age, weeks 0 12 24 36 48 40 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 A 45 46 47 48 49

D0I: https://doi.org/10.17816/PED1545-53
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* apTepuanbHas runoTeHsus; .

*  BPEeMs HanoiHeHWs KanunnspoB >3 ¢;

+  YMeHbLLEHWe NoYacoBoro TemMna auypesa (>1 Ma/kr x v).  *
V13MeHeHus: co cmOpoHbI #es1y004HO-KULWEeYH020 MPaKma:

+  BSJIOE COCaHMe, 0TKa3 OT rpyau;

* renaro- 1 CnjieHoMeranus;

*  yBeNMYeHMe XMBOTa B 00bEME;

+ ocnabnenne unm OTCYTCTBUE NEPUCTANBTUKM KULLIEYHMKA.
B. JlabopaTopHble auarHocTMyeckue mccief0BaHus

« Jleitkoumtos (>30 x 10°/n), HeitTpodunes, He cooTBeT-

naKkTaT-aumpo3 (ypoBeHb nakTaTa B KpoBu Oonee
2 MMonb/n);

MONOXUTENbHbIE Pe3ysbTaTbl DaKTEPUONOrUYECcKOro Mc-
CNel0BaHUS KPOBM Ha CTEPUIBHOCTL (BbIAESIEHME KYJlb-
TYpbl MUKPOOPraHU3MOB).

I. [Ins oueHKM cTeneHu BblpaXKEHHOCTU OpPraHHOW AMC-

(GYHKUMM W BEPOSTHOCTW NeTanbHOro MCXofa npu cencuce
Y HOBOPOXAEHHBIX LienecoobpasHo Mcnonb3oBaThb LUKa-
nbl nSOFA (Neonatal Sequential Organ Failure Assess-
ment Score; Tabn. 4), NEOMOD (Neonatal Multiple Organ
Dysfunction Score) unu ee MoaMdMLMPOBaHHbIA BapuaHT

CTBYIOLIJMﬁ CPOKY rectaumm n noCTKoHUenTyasibHOMY B03- [191, 192].

pacTy pebeHKa (KONM4YecTBO NIEMKOUMTOB B 1-2-e CyTKM

OueHKa Mo LUKanaM MosIMOpraHHoi AUCHYHKUMM Y Ho-

wuzhm >20 x 10°/n; Gonee 3 cyt wushm >7,0 x 10°%/n) [125];  gopoxaerHbix, Haxopswmxcs B OPUT, npoussoputcs exe-

«  newkonenus (< 5 x 10°/n); [IHEBHO U OCYLLECTBASAETCA MyTEM CYMMMPOBAHMA OLIEHOK
« TpoMboumTonenus (<123 x 10°/n npu cpoKe recTa-  COCTOSHMA CUCTEM OPraHOB (ObixaTesNbHas, CepaeyHo-Cocy-
umm =33 Hen.; <104 x 10°/n — npu recTaumMoHHOM  JMCTasl CUCTEMbI, CUCTEMA KPOBW W Ap.). [N OLEHKN Kax-
Bo3pacTe <32 Hefl. B nepBble 72 Y M3HW, fanee — [0 U3 CUCTeM BbibMPaeTCA CaMbli XyALUNA NOKasaTellb,
<150 x 10%/n, HE3aBUCUMO OT FECTALMOHHOMO W MOCTHA-  UMEBLUMA MECTO B TeyeHue CYToK. C yBennyeHueM OLeHKu
TasnbHoro Bospacta) [34]; BEPOATHOCTb HEDBNAroNpPUATHOrO TEYEHWA W NETANIbHOTO MC-
*  MPOKANLLUMTOHMH B KpoBY: >2,5 Hr/Mn (PHC); 2,0 ur/mpn ~ XOA3 BO3pacTaer.
(MO30HMiA HEOHaTaIbHbINA Cencuc); 2.1. Xanobbl u aHaMHe3
+ C-peaktuBHbli benok >10 Mmr/n; + [lpn nopo3peHnu Ha cencuc y HOBOPOXKAEHHOrO pebeHKa

+ ypoBeHb npecencuHa >800 nr/mn;

+  OTHOLLEHWE HOHbIX HOpPM K 00LLEMY KONMYECTBY HEHATpO-
¢unos (HeATpodUNbHLIA MHAEKC bonee 0,2);

+ nabunbHOCTb YPOBHS T[JIOKO3bl B KPOBU: TUWMO-

peKoMeHAyeTcs TILATENIbHO M3YYWUTb aHaMHE3 MaTepy
C Lie/blo BbISIBIEHUS (DaKTOPOB pUCKA pa3BUTUS HEOHA-
TaneHoro cencuca [2, 12, 14, 20, 191].

YpoBeHb ybenuTenbHOCTM pekoMeHaaumin B (ypoBeHb

(<2,5 MMonb/n) nnmn runepravkemms (>10 MMonb/n); [O0CTOBEPHOCTM [i0Ka3aTesbCTB — 3).

+  MeTabonmyeckuit aumao3 (BblpaxkeHHbIN AeduuMT OCHO-

KomMMeHTapuit. DakTopbl pUcKa yKasaHbl B pasgene 1.3,

BaHUN); Tabn. 2.

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

[IlbixatenbHas cucteMa / Respiratory Score

Ouenka / Points 0 2 4 6 8
Kpurepwii / Criteria| He uHTy6upoBaH WHTybuposaH / WHTy6upoBaH / NHTybupoBsaH / WHTybuposaH /
UM MHTYBUpOBaH / Intubated Intubated Intubated Intubated
Not intubated Sp0./Fi0; < 300 Sp0/Fi0; < 200 Sp0/Fi0; < 150 Sp0./Fi0; < 100
or intubated,
Sp02/Fi0; = 300
CepneuHo-cocynucTas cuctema / Cardiovascular score
OueHka / Points 0 1 2 3 4
Kputepwii / Criteria| Het Basonpeccopos | Her Basonpeccopos, | OpuH Basonpeccop, [lBa unu bonee | [1Ba unm bonee Baso-
WM CUCTEMHBIX | MCMOJIb3YIOTCA KOPTU- | CUCTEMHbIE KOPTKOCTE- Basonpeccopa npeccopa 1 CUCTEMHbIE
KOPTUKOCTEPOMAOB / | KOCTEPOMABI C CUCTEM- | POMAbI HE UCMOMb3Y- | WK OJMH Ba3onpec- |  KOpTKOCTepouab /
No inotropes, no | HbiMu addexTamu / totcs / cop + cucTeMHble  |At least two inotropes
systemic steroids | No inotropes, systemic One inotrope, KopTKocTepouabl / | and systemic steroids

steroid treatment | no systemic steroids |At least two inotropes

or one inotrope and
systemic steroids

Cuctema kposw / Hematologic score

OueHKa / Points 0 1 2 3
Kpurepuit / Criteria | TpoMBountsl =150 x 10°/n / TpombouuTbl TpombouuTsl <100 x 10%/n /| TpombouuTsl <50 x 10°/n /
Platelet 150 x 107/L 100-149 x 10°/n/ Platelet <100 x 10°/L Platelet <50 x 10°/L
Platelet 100-149 x 10%/L
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2.2. ®u3ukanbHoe obcnepoBaHue

+ HoBopoX/aeHHOMY C NOA03PEHNEM Ha CEncuUC peKOMeH-
AyeTcs NpOBEAEHWe BM3YalbHOTO TepaneBTUYECKOro
ocmotpa [2, 12, 14, 20, 193].
YpoBeHb ybepuTenbHOCTU pekomeHpaumnii C (ypoBeHb

AOCTOBEPHOCTM [10Ka3aTenbcTe — 3).

KommeHTapuit. Bce cumntoMbl cencuca m CLU y Hogo-
POXAEHHBIX HeCneuUdUyHbI U 0TpaXarT Hanuume noavop-
raHHOM AMCHYHKUMU.

2.3. JlabopaTtopHble AUarHoCTUYECKUe UCCNen0BaHuA

+ HoBopoxaeHHOMy C MoJ03pEHNEM Ha CENCUC C LeNbio
BepUGMKaLMM CUCTEMHOTO (reHepann30BaHHOr0) MHbEK-
LIMOHHO-BOCTANIMTENBHOTO NPOLIEcca W NOLTBEPKAEHUA
AVarHo3a pekoMeHAyeTcs NpoBefieHNe CReayHLwux na-
BopaTopHbIX UcCef0BaHNM: 06LLMIA (KITMHUYECKMI) aHa-
N3 KPOBW Pa3BepHYTLIN, 0OLUMIA (KITMHUYECKWI) aHanms3
MOuYM, BUOXMMMUYECKUIA aHanM3 KpoBK obLLeTepaneBTyH-
YECKWN (MCCNefoBaHUe YPOBHS HATpWs, Kanus, obluero
1 MOHWU3MPOBAHHOTO KanbLus, obLuero benka, MoyeBmHbI,
KpeaTuHUHa, obuiero bunupybuHa, rioKossl, onpesene-
HMe aKTMBHOCTW anaHWHaMWHOTpaHcdepassbl M acnapTa-
TaMWHOTpaHctepasbl B KPOBM), UCCNEJ0BaHNE YPOBHS
C-peakTuBHOro benka B CbiBOPOTKe Kposm [2, 12, 14, 20,
29, 32, 50, 112, 141, 145, 178, 180, 193, 195].
YpoBeHb ybeautenbHocTM pekoMeHpaumii B (ypoBeHb

[0CTOBEPHOCTU [0Ka3aTenbcT — 3).

KommeHTapuit. B 2024 r. bbin BLINOMHEH CUCTEMaTUYe-
CKuMI 0630p M MeTaaHanu3, NOCBALLEHHbIA AMarHOCTUYECKON
LieHHOCTM paHHMX BKOMapKepoB HeOHATasNbHOr0 Cencuca, Ha
OCHOBaHMM KOTOPOro OblNO YCTaHOBMIEHO, YTO MMeHLLMeCS
B JIMTEPAType AaHHble KpaliHe MpOTUBOPEYMBLI, NPU 3TOM
MaKCUMasibHas KJIMHWUKO-AMArHOCTUYECKas 3HauMMOCTb
Obinia 0TMeYeHa Yy NpoKanbUMTOHMHA (0ObefuHeHHas uyB-
cTButenibHocTb 79 %, cneundmynocts 91 %), mpecencuHa
(0bbeanHeHHas uyBcTBUTENbHOCT 82 %, cneunduuHoCcTb
86 %) u cbiBopoTOYHOro amunonaa A (06beanHeHHas 4yB-
cTBUTENbHOCTL 92 %, cneunduyHocTb 96 %) B CbIBOpOTKE
KpOBW HOBOPOXAEHHBbIX [178].

AHanorunyHble pesynbTaTbl, NOATBEPXKAAIOLLME LIEHHOCTD
C-peakTuBHOro Genka, MpOKanbLMUTOHMHA M MPecencuHa
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B [IMarHoCTUKe paHHero HeoHaTasnbHOro cencuca, bbimu no-
Ny4eHbl M apyruMn aBTopamu [29, 141, 145].

[poJeMOHCTPUPOBaAHO, UTO 06 BEANHEHHbIE HYBCTBUTE b~
HOCTb U cneumdmryHocTL npecencuHa coctasunm 0,93 [95 %
noseputenbHbIn uHTepean (A1) 0,86-0,95] n 0,91 (95 % N
0,85-0,95) cooTBeTCTBEHHO; 00bEAMHEHHOE OTHOLLEHWE Aua-
rHoCTMYecKux LwaHcoB coctasuno 131,69 (95 % [N 54,93-
310,94), npn 3TOM KOPPEKTHOCTb OLIEHKM YPOBHSA NpecencuHa
He 3aBucena OT CpoKa rectauum [141].

YcTaHOBNEHO, YTO YyBeNMYeHWe obbema TpoMboOLUTOB
(>9,28 ¢n) sBNSETCA OAHUM U3 BbICOKOYYBCTBUTENBHBIX O10-
JIOrMYeCcKUX MapKepoB cencuca y HoBopoXaeHHbIx [112, 180].

Mpy NOAO3PEHMM HA HEOHATaslbHbIA CEMNCUC PEKOMEH-
JyeTcs OLEHKA OTHOLUEHWUS HerTpodunoB U NMMGOLMTOB,
TpoMboLMTOB M IMdOLNTOB. IMelTCs faHHbIe, CBUAETENb-
CTBYHOLLME, 4TO Y HOBOPOXKEHHBIX C CEMNCUCOM COOTHOLLEHME
HeNTPOGUIOB M MIMMGOLIMTOB 3HAYUTENBHO YBEIMYEHO, B OT-
Anumne ot apyrux naumeHtoB OPUT HoBOpoXAEHHbIX M Ae-
TN, Y KOTOPbIX UMENIOCh IULLIb MOAO03PEHME Ha Cencuc npu
OTpULLaTENbHBIX pe3yNbTaTax 0aKTepUONOrMYecKoro BbicEBa
[50, 194]. 06beaMHEHHAA YyBCTBUTENBHOCTb U CNELM(UYHOCTD
JlaHHoro noxasatens coctasuna 0,65 (95 % W 0,55-0,80)
1 0,80 (95 % [N 0,68-0,88) cootBeTcTBEHHO [50].

OTHOLUEHMSA HEATPODMIOB U NTMMPOLMTOB, TPOMOOLUTOB
“ nMMQounToB 06/1aAal0T BBICOKOW AMArHOCTUYECKOW LieH-
HOCTbKO NS BbISIBNEHWUS HEOHATANIbHOrO Cencuca U UMeroT
CX0XKyH 3pdeKTUBHOCTD [32].

PedepeHcHble MoKasaTenM KonnMyecTBa HeMTPodUIoB,
KpUTEPUU AMArHOCTUKU HEWUTPOMEHMM B 3aBUCUMOCTW OT
CPOKa recTauum 1 Beca npu poXLeHUM, HOPMaJbHbIE YPOBHH
C-peakTvBHOro benka M NPOKanbUMTOHMHA MPeACTaB/eHbI
B Tabn. 5-9.

« Bcem HoBopoXaeHHbIM C cencucoM u siBneHuamm CLU
C LIeNbI0 UCKITIOYEHMSA KOArynonaTum 1 oLeHKN 3hdeKTnB-
HOCTW Tepanuu peKOMeHAYeTCA OLeHKa KOoarynorpaMMbl
(opMeHTMPOBOYHOE UCC/e0BaHWE CUCTEMBI FeMOCTa3a)
[2, 13, 15, 21, 193].

YpoBeHb ybepuTenbHocTM pekoMenpaumii C (ypoBeHb

[0CTOBEPHOCTM [J0Ka3aTesbCTB — 5).

KoMMmeHTapuit. Koarynonatss — HeM3MeHHbIA CryT-

HUK TAXKenoro TedeHus uHbekumid, cencuca m CL, yto

Ta6nuua 5. PedepenTHble 3HaueHNs HEUTPODUNOB Y HOBOPOXKAEHHBIX [2]

Table 5. Neutrophil reference values in neonates [2]

Mokazatenu /

Mpu poxkaeHun /

Bospacr, 4/ Age, h

Parameter After birth 12 | 9 | 48 | 79 | > 120
i 3
ﬁgggfu"t’;”n°eeu{‘r%’;‘;‘i'fc°;3gt”igﬁzﬁrﬁm‘“" KIETOK/MM® /16005400 7800-144007200~12600 4200-9000 18007000 18005400
KonnuecTso Hepenbix HeATpoQunoB, Knetok/mm® /
Immature neutrophil count, cells/mm? <1120 <1440 <1280 <800 <300 <300
HeWTpodunbHbIit MHAEKC / <0.16 <0.16 <0.13 <0.13 <013 <0.12

Neutrophil index
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Tabnuua 6. PeepeHTHbIe 3HAYEHWS KONMYECTBA HEMTPO(UIIOB Y HOBOPOXKAEHHBIX C 04EHb HU3KOIA Maccom Tesia npu poxaeHun [119]
Table 6. Reference neutrophil counts in extremely low birth weight neonates [119]

BospacT, u/ Age, h
loxasatenu / Parameter Mpw POXAEHWK / P 9

After birth 18 60 120
“ 3

MnHMMaanoe abconioTHoe KOJIN4ECTBO HEVITp30¢JVIJ108, KNeToK/MM® / 500 2200 1100 1100

Minimum absolute neutrophil count, cells/mm

Y 3

MakcuManbHoe abcontTHOE KOIMYECTBO HEHTPOdHUIOB, KNETOK/MM? / 4000 14000 8800 5600

Maximum absolute neutrophil count, cells/mm®

Tabnuua 7. Kputepum anarHoCTMKM HETPOMEHUM Y HOBOPOXAEHHBIX [81]
Table 7. Neonatal neutropenia diagnostic criteria [81]

Macca Tena npu poxaenuu <1500 r / Birth weight <1500 g Macca Tena npu poxaenuu >1500 r / Birth weight >1500 g
Bospacr, 4/ HelTponeHms, KONMYECTBO KNETOK/MKI / Bospacr. 4 / Age. h HeWTponeHus, Konmn4ecTBO KNETOK/MKI /
Age, h Neutropenia, number of cells/pL pac, ge, Neutropenia, number of cells/pL

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 nokasatenu C-peakTUBHOro benka y HoBOpoXaeHHbIX [182]
Table 8. Normal C-reactive protein levels in newborns [182]

Bospacr, 4/ Age, h HepoHolweHHbliA, Mr/n / Prematurity, mg/L | [JloHowweHHbIiA, Mr/n / Full-term, mg/L
Mpu poxkaenum / After birth 0,6 0,6
12 5 6
24 10 10
48 9 12

Ta6nuua 9. YpoBeHb NpoKanbLUMTOHMHA Y 3[,0POBbIX HOBOPOXAEHHbIX [52]
Table 9. Procalcitonin levels in healthy newborns [52]

Bospacr, 4/ Age, h MpokanbumToHuH, 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 cnpaeeannBo Ojigd HeLOHOLUEHHbIX HOBOPOXOEH- e Y BCeX He[OHOLLEHHbIX HOBOPOXAEHHbIX C Cerncucom,

HblX, MMeLWMX (YHKLMOHANbHbIE 0COOEHHOCTU CUCTEMBI pedpakTepHbiM CLU 1 BbipaKeHHOW runepnakTaTeMu-
remoctasa. HepeiKo 0fHMM 13 NepBbiX NPOSIBNEHUI cencu- e/l peKOMeHZyeTCs OLEeHMTb YPOBEHb aMMUaKa B Kpo-
ca u CLU cTaHOBUTCA NErOYHOE WM KeNyL0YHO-KULLIEYHOE BA C LENbI MCKIIOYEHUS BPOMAEHHbLIX HapyLIeHUi
KpoBoTeyeHue (2, 12, 14, 20]. CywiecTBytoT AaHHble, CBUE- LMKNA CMHTE3a MOYEBWHbI W OPraHWMYECKWX auumypuii
TeNbCTBYHLLME, YTO MPY Cencuce, BbI3BAHHOM FPAMIOSIONM- [47, 127].

Te/IbHOW MUKPO(IOPON Y HeLOHOLEHHBIX HOBOPOXAEHHBIX, YpoBeHb ybepmuTenbHocTM pekoMenpaumii C (ypoBeHb
MMeeT MeCTO runepKoarynauus u Tpomoouutonenus [82]. [O0CTOBEPHOCTM [10Ka3aTesbCTB — 9).

00I: https://doi.org/10.17816/PED1545-53
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KomMeHTapuii. BpoxkoeHHble HapyweHus obMeHa Be-
LLLeCTB, COMPOBOXAALIMECA TMNEPAMMOHUEMUEN, TaK XKe
KaK W Cencuc HOBOPOXAEHHbIX, He MMEIT creunduyeckux
K/IMHWUYECKWX NPOSIBNEHUI M Yalle BCero MaHudectupylot
B BMAEe AMCHYHKLMM JKenyA04HO-KMLLEYHOr0 TpaKTa (Cpbiru-
BaHus, pBOTa, AMapes), KOTOpble NPUBOAAT K rMMNOBOSEMMM,
TUNOrSIMKEMIW, BTOPUYHOMY YTHETEHMIO CO3HAHWUA U runep-
nakrtatemum [47, 127].

Mpun oTcyTcTBUM afeKBaTHOW AMddepeHUManbHON ana-
THOCTUKM U UCKJIIOYEHUS TUMEepaMMOHMEMUN arpeccuBHas
MPOTMBOLLOKOBAs M aHTUbaKTepuanbHas Tepanus Moryt
CTaTb MPWUYMHOW NPOrPeSUEHTHOrO YXYALIEHWUS COCTOSHUA
U NeTanbHOro Ucxoda. Y HeOHOLLEHHBIX HOBOPOXLEHHbIX
C 0YeHb HWU3KOW M 3KCTpeManbHO HWU3KOW MaccoW Tena npu
POXAEHWUM TPaH3MTOpHas rMnepaMMOHNEMUS MOXKET BCTpe-
YaTbCA JOCTATOYHO YacTo W, B 6ONBLUMHCTBE Cy4aeB, MMeeT
BnaronpusaTHbIN UCXoa,.

+ C Uenbl0 OLEHKM BbIPAXEHHOCTM CUCTEMON TMMOKCUM

1 3QHEKTUBHOCTU MEPONPUATUIA MHTEHCUBHOIN Tepanuu

Yy BCEX HOBOPOXKAEHHbIX ¢ cencucoM u CLL pekomeHpyeT-

€A UccnefoBaHNe KUCOTHO-0CHOBHOMO COCTOSIHUA U ra-

30B KPOBW, YPOBHS MOJIOYHOW KWUCNOTBI B KaNWNAPHOM

n/vnu BeHo3Hol KpoBwm [48, 85, 199].

YpoBeHb ybeauTeNbHOCTM peKoMeHaaumin B (ypoBeHb
[O0CTOBEPHOCTU [0Ka3aTenbcTB — 3).

KoMMeHTapuit. HeckonbKo uccnegoBaHWii HOBOPOXK-
LEHHBIX C CENCMCOM NMPOLEMOHCTPUPOBANH, YTO YBENUYEHWE
KOHLIEHTPaLMK JTaKTaTa KpoBU KOPPENIMPYET C YBENUYEHUEM
NeTanbHOCTH, @ ero NocneaylLlee CHUXKEHUe — C YMeHb-
weHuneM netanbHocTvt npu CLU [48, 199]. CHuxKeHWe KoHLeH-
TpauuM NlaKTata B KpoBU Ha GoHe MepoMnpUSTUA MHTEHCUBHOM
Tepanuu accouMMpoBaHO CO CHKEHWEM ASUTENBbHOCTY re-
MOJMHAMMYECKOW NMOAJEPIKKM U NleYeHuns B CTaumMoHape [85].
HopManusaumsa knupeHca naktata no3BonsieT cyauTb o6
YCMELHOCTU MHTEHCMBHOM Tepanuu, a NpoAoIKakLleecs
YBENUYEHNE — 0 ee HeIPhEKTUBHOCTY.

Mwukpobuonoruyeckas aAuarHocTUKa cencuca y HoBo-
POXA,EHHbIX

BceM HOBOpOXXAEHHBIM C MOJ03PEHNEM Ha Cemncuc, UMe-
IOLMM (aKTOpbl pUCKA PasBUTUA CeNcuca, PeKOMeHZyeT-
CA NpoBefieHMe MUKPOBMONOTMYECKOro (KyNbTypanbHOro)

Vol 15(4) 2024

Pediatrician (St. Petersburg)

Mccnes0BaHWs KPOBY M BUONOrMYECKOro MaTepuara 13 o4ara(os)
MHbEKLMM, C ONpesieneHneM YyBCTBUTENBHOCT MUKpOOpra-
HW3MOB K aHTUMMKPOOHBIM XMMWOTEpaneBTUYECKUM Npena-
paTaM [ BbiSIBNIEHNS BO3DYAUTENS M onpefenieHns TaKTUKN
aHTMbaKTepmanbHou Tepanum [113].

YpoBeHb ybeputenbHocTM pekoMenpaumii C (ypoBeHb
[LOCTOBEPHOCTW [0Ka3aTenbcT — 3).

KommeHTapuin. loces KpoBy SBNSETCA OCHOBHBIM METOA0M
BbISIBNIEHMS BaKTepUeMUM, NO3BONAOLLMA MAEHTUGULMPOBATL
MaToreH, ONpPeAeNUTb ero YyBCTBUTENBHOCTb K aHTUDaKTepu-
anbHbIM MNpenapataM cuMcTeMHoro Aeiicteua (Kog ATX JO1)
1 BblbpaTh afeKBaTHbIA pexumM Tepanun. 06beM Kposu Ans
noceBa He AomkeH npesblwatb 4 % ot OUK, MuHMManb-
Hblii — He MeHee 1 MJI, NpU UCMOMb30BaHWM CreLMabHbIX
nutaTenbHblx cpes — 0,1 mn (tabn. 10) [77, 155, 170, 189].

[lns obecneyeHns MaKcUManbHOW YyBCTBUTENBHOCTM 06-
pa3ubl KPOBW [N noceBa Heobxoaumo BbITb Monyyatb [0
Hayana aHTUMMKpObHoK Tepanuu. Ecnn 3To HEBO3MOXHO,
TO KPOBb [J181 MoceBa bepyT HemocpeACTBEHHO Mepes BBeAe-
HWMEM ouepedHOi [03bl aHTUOMOTUKA, KOrfa KOHLEHTpauus
npenapaTa B KpoBM MUHUManbHa. [IpeanoyTUTensHo Mcnosib-
30BaHMe (NIAKOHOB A1 FeMOKYNIbTUBMPOBaHNS, COAEPXaLLMX
cop6eHTLI aHTUMUKPOBHBIX CybCcTaHLMIA. [laHHas TaKTUKa acco-
LMMpYeTCS C YyyLleHWeM UCXOA0B nevenus [46, 76, 771.

Mpobbl KpoBM [71A BbISBNEHUSA baKTepueMun nosyyarot
nyTeM MyHKUMM Nepudepuyecknx BeH ¢ cobnofeHneM npa-
BW acenTuKuU W aHTUCenTuKu. Mccneposanme npob u3 co-
CYBMCTOr0 KaTeTepa [ONycKaeTcs TONIBKO NpW MOLO3PeEHUM
Ha KaTeTep-acCOLMMPOBaHHY MHQEKLMI0 KpPOBOTOKA MK
B Kpa/HeM cfydae — NpW TEXHWUYECKOW HEBO3MOXHOCTM
BeHenyHKumu. Mcnonb3oBaHne apTepuanbHOM KpPoBM ANS
noceBa He AaeT MPeUMYLLECTB MO CPABHEHMIO C BEHO3HOM.
[ynoBMHHas KPoBb, NMONy4eHHas MpY PofopaspeLLeHnn, Mo-
XeT ObITb MCMONb30BaHa B Ka4ecTBe anbTepHATUBHOMO CY6-
cTpaTa [1s nocesa Kposu [106].

Ha ocHOBaHUM cUCTEMATMYECKOW OLIEHKM TOYHOCTM Mo-
CeBa MynoBMHHOM KPOBW LI UArHOCTUKM PaHHEro HeoHa-
TanbHOro CEncuca yCTaHOBMEHO, YTO [aHHOe MCCNefoBaHWe
obnapaet 6onee BbICOKOW YyBCTBUTENIBHOCTBIO M COMOCTaBU-
MOW CMeundUUHOCTBI0 41 AUArHOCTUKW paHHero cencuca
HOBOPOKAEHHbIX N0 CPAaBHEHWIO C NOCEBOM NepudepruyecKoi
KpOBM, YTO M03BONSET U36exaTb PUCKa ATPOreHHON aHeMUK

Ta6nuua 10. 061beM KpoBy, pEKOMEHAYEMBII A1s 6AKTEPUONOrMYECKOr0 UCCeA0BaHUS Ha CTEPUIBHOCTb
Table 10. Blood volume recommended for bacteriological sterility testing

PexkoMeHayeMbI 06beM KpoBm
" ANt noceBa, M / [Jlons ot OUK
Bec tena, kr / | OUK naumenta, mn / ¢?1J;T(L:)i?:7 Recommended volume blood nauuenta, % /
Weight, kg CBY, ml for culture, mL Evaluation of
Number of bottles - - 0
cnakon N2 1/ | dnakoH Ne 2 / | oBiuit o6bem npo6el / | 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 4
22,1 >200 2 4 6
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1 MOXeET BbITb MCMO/Ib30BaHO B Ka4eCcTBE AMarHOCTUYECKOr0
MHCTPYMeHTa paHHero cencuca [68].

OnTUManbHbIN pe3ynbTaT AMarHoCTUKK baKTepueMun A0-
CTUraeTcsi Npy UCMO/b30BaHUM CTaHAAPTU3MPOBaHHbIX (ia-
KOHOB (habpuyHoro Npon3BoACTBa ¢ 0boraLleHHoN NuTaTeNb-
HOW CpefoiA, NpesHa3HauYeHHbIX A UCMOMb30BaHUA Yy LeTel.
Bo Bcex cnyyasx, KpoMe MoJ03peHNs Ha aHaspobHYH WH-
(eKumio, cnepyeTt UCnonb3oBaTh (GNaKoHbI Ans aspobHoro
remokynstvueuposanus [80, 109].

Mpun poctaToyHOM 06bEME KpoBM A1 NOCEBA PEKOMEH-
[YeTCs UCMONb30BaTh He MeHee ABYX (IaKOHOB, MEXAY KO-
TopbIMM Npoba paBHOMepHO pacripefensetcs. lloceB Kposu
TONBKO B OJMH (GNIAKOH HE PEKOMEHAYETCS, MOCKONbKY 3T0
NMPUBOAMT K NMOCEBY HEA0CTAaTOMHOr0 06beMa KpoBu W onac-
HOCTU MPOMYCTUTb CYLLLECTBEHHOE KOJIMYECTBO CNyyaeB bak-
TEPUEMMMU, @ TAKIKE K OTCYTCTBUK BO3MOXHOCTU UCKITIOUEHMS
C/y4aeB KOHTaMMHaLMM obpasuia.

OrpaHnyeHMeM MeTOfa reMOKYNbTUBUPOBAHUSA SBAS-
eTCA [UMTENBHOCTb MccrefoBaHus. [laxe B ONTUManbHbIX
YCNOBMSX C MOMEHTa [J0CTaBKM Npob Ha uccnefoBaHue [o
nosy4yeHns MHOOPMaLMM O HanMYWMM POCTa MUKPOOPTraHn3-
MOB MPOXOAMUT He MeHee 6—8 4, HeobxoauMbIX fis pas-
MHOXEHUS MWKPOOPraHU3MOB; [LOMOJHUTENIbHOE BpeMS
Tpebyetca Ana uAeHTMdUKaLMWM NaToreHa M onpefeneHus
€ro YyBCTBUTENIHOCTM K aHTUOMOTMKaM. C yyeToM 3aya-
CTYI0 HEKPYrI0CYTOYHOTO pexuMa paboTtel MUKpobuonoru-
yeckux nabopatopuii obLiee BpeMs WUCCIELOBAHUA MOXET
[OCTUraTb HECKONIbKWX CYTOK. BMecTe ¢ TeM HeoTnoxHoe
MH(OpPMMpOBaHMe fevallero Bpaya 0 dakTe pocTta npob
KpOBM, a TaKKe [aHHble MUKPOCKOMMYECKOro Uccief0BaHus
MepBUYHOI FeMOKYNbTYpPbI C OKpackon no paMy JakT uc-
KIIUMTENBHO BaXHYH MHGOpMaLMi AN 00beKTUBM3aLMK
aHTUBMOTUKOTEpaNUK.

CyLLecTBEHHO YCKOpUTL MOMy4YeHUe pesynbTaTa WAEeH-
TMdMKaLmM Bo3byanTeNs B MepBUYHON FEMOKYNLTYpPe Ui
YMCTOW KynbType MUKPOOPraHM3MOB BO3MOXKHO C MpuUMe-
HeHneM MeTopa MALDI-TOF macc-cnektpometpum [18, 80].
Kpome Toro, onis yCKOpeHMsl 3TMONIOrMYECKON AUarHoCTy-
KW MoryT ObiTb WMCMONb30BaHbl MONIEKYNSAPHbIE METOAbI
[16, 18].

B 3aBucMMOCTM OT BBISIBNIEHHOMO UMW MPEeANoJaraeMoro
ovara MHQEKLMM, NOMUMO MOCeBa KpoBW, criedyeT obecne-
YUTb HEMEeAJIEHHOe UCCNeAO0BaHWe COOTBETCTBYHLLMX MPob
BromMatepumanos aas MUKPOBMONOrMYECKOro UCCNeA0BaHus
(TpaxeanbHoro acnupata, BpoHX0anbBEONSAPHOTO JlaBaxa,
JIMKBOpA, MOYM, OTAENSIeMoro no ApeHaxy v ap.). He peko-
MeHAyeTcs BpaTb Masku C MOBEPXHOCTW KOXM NS NoceBa
MpU OTCYTCTBUM KIIMHUYECKMX NPU3HAKOB NOKANIbHON MHGbEK-
LM KOXM M MATKUX TKaHeMN.

Mpn nopo3peHnn Ha MHDEKLUMIO LIHTPasIbHON HepBHOM
cucteMbl (LLHC) uenecoobpasHo BbINMOAHMTL MOCEB KPOBH
W MKBopa [44, 127].

Y HOBOPOXAEHHbIX B KPUTMYECKOM COCTOSHWUM, KOr-
03 Ha niobble BO3AENCTBMS OTMEYAeTCA 3HauuMoe yXyn-
LUeHWe TeMOAMHAMUKM W/unu ra3oobMeHa, NoMbanbHas
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00I: https://doi.org/10.17816/PED1545-53

leanatp

NYHKLWSA MOXKET ObITb 0TNI0XEHA 10 CTabunmu3aumm cocTosHUS

[39, 40].

+ BceM HOBOpPOX[AEHHBIM C (aKTOpaMM pucKa pasBUTUSA
cencuca, cencucoM u CLUI pekoMeHayeTcs nposefeHue
MWUKPOOMONOTMYECKOro (KyNbTypanbHOro) Uccnes0BaHus
Ma3KoB M3 3eBa M NpAMON KWLWKM Ha a3pobHble u ¢a-
KyNbTaTMBHO-aHa3poOHble MUKPOOPraHU3Mbl C LESbo
CKPUHMHIa KOJIOHU3aLMK MoNMpe3nCcTeHTHBIMU BO30yam-
TENAMM U BbISIBIEHWS TEHETUYECKUX MapKepoB aHTUBMO-
TUKopesucTeHTHocTm [15, 17, 59, 74, 84, 101, 144, 150,
152, 153, 186, 200].

YpoBeHb ybepuTenbHoCTM pekoMenpaumii C (ypoBeHb

[L0CTOBEPHOCTW [0Ka3aTeNnbcTB — 3).

KoMMeHTapuit. Pa3suTie no3gHero HeoHaTanbHoro cen-
CMCca accouMmMpoBaHO NPEMMYLLECTBEHHO C FOCMMTabHBIMM
LUTaMMaM1 MUKPOOPraHW3MoB [74].

Hanbonee uvactbiMu BO3byauTensMM npu 3TOM 6B-
NAKTCA MONMPE3UCTEHTHbIE NpeAcTaBUTeNM MOpsLKa
Enterobacterales, Pseudomonas aeruginosa v fpyrve He-
(bepMeHTUpYtoLwMe rpamMoTpuLaTenbHble baktepun [74, 153,
186, 200].

[Mpy Hannumm TaKkux HaKTOPOB PUCKA, KaK NpeaLLecTByo-
LLiee CTaLMoHapHoe neyeHune, ocoberHo B OPUT, npeaLuecTsy-
loLLasa aHTMbaKTepuanbHas Tepanus, BO3MOXHA KOJIOHU3aLmsl
NaUMEHTOB MyNbTUPE3UCTEHTHOM MUKpodriopoi. Mpu 3aHoce
B CTaLMOHap TaKWX YCTOMYMBLIX K aHTUMUKPOBHLIM Npenapa-
TaM MUKPOOPraHM3MOB CO3[a0TCSA NMPeAnocbUIKA Afs BO3-
HWKHOBEHMWS TOCMUTaNbHLIX BCMBbILEK, @ TakXkKe yXyALIeHus
MVKPOOMOOrMYECKOro ner3axa cTaumoHapa [60, 144].

B cBA3K € 3TUM peKOMeHAyeTCA NPOBOAUTL BXOASLLWNA
CKPMHMHT MaTONOrMYECKON KOMOHM3AUUN HECTePUIIbHbIX
JIOKYCOB OpraHu3Ma nocpeficTBOM B3ATUS Ma3KoB U3 3eBa
W/unu NPSIMOIA KULLIKK, BbIAENSA CrefytoLume «npobnemMHblex»
MWKPOOPraH13Mbl: METULMISIMHOPE3UCTEHTHBIN 30J10TUCTbI
CTadUIOKOKK, BaHKOMULMHOPE3UCTEHTHBIA 3HTEPOKOKK,
3HTEpobaKTepuM — NpOAYLIeHTHI B-NaKkTamas paclumpeH-
HOro crieKTpa feicTBus U KapbaneHeMas, NONUPE3NCTEHT-
Hble rpaMoTpuuaTtenbHble HedepMeHTUpyloLiMe bakTe-
pumn (kapbaneHeMopesnCTeHTHblE U30MATHI P. aeruginosa,
Acinetobacter baumannii, ycToluMBble K TpUMeETONpU-
My-cynbdameToKcasony WTaMMbl  Stenotrophomonas
maltophilia).

LlenecoobpasHo TakKe onpefeneHue reHeTUYECKUX Map-
KepoB YCTOMYMBOCTM K aHTUMUKPOOHbIM Npenapatam [15, 17,
84, 100, 152].

PesynbTaTbl CKpUHUHIA He LOMKHbI ObiTb OCHOBaHWEM
ONs Ha3HaYeHUs aHTUMWKPOOHOM Tepanuu Mpu OTCYTCTBUM
MPU3HAKOB MHPEKLIMOHHOTO MpoLiecca, Ho MoryT BbITb yuTe-
Hbl NPX Ha3HaYeHUM IMNUPUYECKON Tepanuu B Clydyae Ma-
HudecTaumm uHdekumn. KpoMe Toro, AaHHble, Monyyaemble
MpU CKPUHUHTE, ABASIOTCA YacTblo MMKPOBKMONOrnyecKoro
MOHWUTOPUHIa W ONpeAensoT KOMMMEKC NPOTUBO3NUAEMU-
YECKWUX MeponpusTUiA, KOTopble HeobxoauMo MpoBecTH Npu
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FOCMMUTaNN3aLMN NaLMEHTa, KOJIOHM3MPOBAHHOTO NONNPe3n-
CTeHTHOI (Iopoil .

2.4. UHCTpyMeHTanbHble AUarHocTMYecKue uccnepo-

BaHuA

« [lns onTMMM3aumn MHGOY3MOHHOW, MHOTPOMHOW W Ba30-
MPeccopHoi NOAJEPIKKU HOBOPOKAEHHOMY C CEMCUCOM
peKoMeHAyeTCs NpoBeAeHne axoKapauorpadum [142].
YpoBeHb ybeauTenbHOCTU pekoMeHpaumii C (ypoBeHb

LO0CTOBEPHOCTU [0Ka3aTeNbCTB — 9).

KommenTapui. CBoeBpeMeHHas auarHoctuka CLU y Ho-
BOPOX(JEHHbIX 3aTPYLHEHA TEM, YTO CEMCUC MPOTEKAaeT Ha
(hoHe GM3MONOTMYECKMX WMNWM [e3afanTUBHBIX WU3MeHe-
HWIA CepLeYyHO-COCYAUCTON CUCTEMBI, MPUCYLLMX PaHHe-
My HeoHaTasbHOMYy nepuody. Bmecte ¢ TeM KnMHMYeckue
MposBAEHUs cencuca MOryT CoBnajaTb C KIAMHUYECKM-
MW MPOSBNEHUSAIMU TFEMOJMHAMUYECKUX HApYLUEHWUW Mpu
BPOX/EHHbIX MOPOKax Cephua, WHCTPYMeHTanbHas aua-
THOCTUKA KOTOPbIX MOXET BObITb He BCEr4a BO3MOMHOM Ha
HayanbHOM 3Tane Tepanuu. B cBA3M c 3TMM owwmboyHas
anarHoctuka CLU v npoBefeHne MaccuBHOM MHGY3MOHHOM
Tepanuu npyu AEeKOMNEHCUPOBAHHBIX BPOXAEHHbIX MOPO-
Kax cepALa MOXeT UMeTb KaTacTpoduyeckue nociefcTaus
ONs NaumeHTa.

B cucrematmueckoM 063ope NpoLeMOHCTPUMPOBAHO, YTO
Y HOBOPOX/EHHbIX C CEMCUCOM UMEETCS BbICOKUI PUCK Ne-
FOYHOM TUMEPTEH3WUM W/WUIN OUACTONMYECKON OUCHYHKLMMN
NeBOro enyaoyka. B dasy «Tennoro» WwoKa oTMeyanoch
3HauNUTENBHOE YBENMYEHME cepeyHoro Bbibpoca [142].

Ixokapamorpadus nepes MHULMALMEN reMOaMHaMUYe-
CKOW MOALEePIKKM NO3BONISET UCKIOUYMTb AYKTYC-3aBUCHMBIN
KPUTWUYECKUIA BPOXKAEHHBIN MOPOK CepALa, reMoauHamuye-
CKM 3HaYMMbIN NepUKapaManbHbiii BbIMOT, BepuduLMpoBaTh
runoBosieMuio, AMCHYHKLMIO MUOKapAa, nepudepuyeckyio
Ba3o[MnaTaLmio, NepcuMCTUPYHOLLYHO NIErOYHYH0 TMMNEpPTEH3NIO,
BHYTPU- U BHECEPAEYHbIE KOMMYHUKALMK, @ TaKXKe Hanpas-
neHue wyHta [108, 142].

+ Y BCeX HOBOPOKIEHHbIX C CEMCUCOM U KIIMHUYECKUMM
MpU3HaKaM1 pecnmpaTopHOro AMCTpecca peKoMeHayeT-
cs peHTreHorpadus nerkux v 063opHas peHTreHorpadms
OpraHoB OpIOLIHOM MOMIOCTM C LieNbH UCKITHYEHNUS UH-
(UNLTPATUBHBIX U3MEHEHUIA B JIEMKWX, MHEBMOTOPAKCA,
conyTcTByOLWMX 3a60/1€BaHU U BPOXKAEHHBIX NOPOKOB
passutus [14, 20, 64, 184].

YpoBeHb ybepuTenbHoCTM pekomenpaunii C (ypoBeHb

[0CTOBEPHOCTU [0Ka3aTenbCTB — 9).

KoMMeHTapuit. PecnupatopHblii puctpecc Ha ¢oHe
MHEBMOHUN — Haubonee YacToe KIMHUYECKOe MPOsBNIEHNe

! MeToanueckue pexomenaauun MP 3.1.0346-24 «Opranusaums
1 NpoBefieHNe MUKPOOMOSIOrMYECKOT0 MOHUTOPUHTA B MEAMLMHCKUX Op-
raHusaumsx». (y18. OepepanbHoi cnyxboii no Haasopy B cdepe 3aLuThl
npas noTpebutenen u bnarononyyus Yenoseka 26 anpens 2024 r.). Pexxum
poctyna: https://www.garant.ru/products/ipo/prime/doc/408994558/ (nata
obpatuenus 06.11.2024).
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PaHHero HeoHaTasIbHOrO Cencuca, Yto Tpebyioulee npo-
BEJEHUS PEHTTEHONOrMYECKOr0 MCCNeLO0BaHUA C LEebH
OLEHKM CTEMEHM BLIPAKEHHOCTU MHQUNLTPATUBHBIX W3-
MEHEHUII 1 UCKITIOYEHMS BO3MOKHbBIX OCHOXHeHUN [14, 20,
64, 184].

+ Y Bcex HOBOPOX/eHHbIX ¢ cencucoM u CLLI pekomeHayeT-
Csl poBe/ieHNe YNbTPa3BYKOBOr0 UCC/EA0BaHNS OpraHoB
OpIoLLIHOM NONOCTU (KOMMIEKCHOT0) M HelpocoHorpadum
C LeNblo MCKIIOYEHUS NATONOrMM BHYTPEHHUX OPraHoB,
NPOLO/IKAIOLLEroCs KPOBOTEUEHWS, MEHUHIUTA, BHYTPU-
YepenHbIX KPOBOU3NIUAHUNA W TUMOKCUYECKU-ULIEMUYE-
CKOrO MOpaKeHUs rofloBHOro Mo3ra [2, 14, 20, 64].
YpoBeHb ybeauTenbHOCTM pekoMeHAaumin B (yposeHb

[0CTOBEPHOCTM [i0Ka3aTesbCTe — 3).

KoMMeHTapuin. Y He[OHOWEHHbIX HOBOPOX[EHHBIX
C 0YEHb HU3KOM M 3KCTPEMasbHO HU3KOW Maccoi Tena Bepo-
ATHOCTb peanu3aLym paHHero HeoHatanbHoro cencuca u CLL
Haubonee BbICOKA, MPU 3TOM YacToTa Pa3BUTUA MEHMHIUTA
Y HUX HaMHOTO BbILIE, YeM Y [OHOLIEHHBIX HOBOPOXAEH-
HbiX [2, 14, 20]. Kpome 3TOro, Ha QoHe NporpeccupoBaHms
MHGEKLUMOHHO-BOCMAIUTENBHOTO NPOLECCa U arpeccuBHbIX
MeponpuATUI NPOTUBOLLOKOBOW Tepanuu pUCK PasBUTUS
BHYTPVIKENYA0YKOBBIX M BHYTPUYEPENHBIX KPOBOM3MSHUN
KpaiHe BbICOK, YT TpebyeT ux CBOEBPEMEHHOIO BbISIBNIEHNS,
MOCKOJIbKY OHM TaKKe MOTyT BbITb MPUUNHON TAXKENbIX reMo-
IOMHAMUYECKUX HapyLLeHui [64].

+ BceM HOBOPOXAEHHbLIM C CENcuMcoM, MOAO3PEHUEM Ha
Hero u CLLl pekoMeHAyeTcs NpoBeAeHMe CyTOYHOr0 Npu-
KPOBaTHOr0 MOHWUTOPUPOBAHUA JKMU3HEHHbIX QYHKLWN
1 NapaMeTpoB (4acToTa cepAieyHbIX COKpALLIeHMIA, YacToTa
[blXaHus, apTepuanbHoe Aasnenue, Sp0, Temnepatypa
Tena, Anypes) Ans CBOEBPEMEHHOr0 Ha3HaYeHUs CUMNTO-
MaTM4eCKOW W 3TMOTPONHOI Tepanuu [2, 14, 20, 64].
YpoBeHb ybenuTenbHOCTM pekoMeHaauuin B (ypoBeHb

[O0CTOBEPHOCTM [i0Ka3aTesbCTB — 3).

2.5. UHble amuarHoctuyeckue uccneaoBaHus

Mpy HasHayeHWM HOBOPOXAEHHbIM C cencucom u CLU
NeKapCTBEHHbIX NpenapaTos, NPUMEHSIEMbIX B COOTBETCTBUM
C NMOKa3aTeNiAMM (XapaKTepUCTMKaMM) NIEKapCTBEHHOrO Mpe-
naparta, He yKa3aHHbIMU B MHCTPYKLMM MO ero NpUMEHEHMI
(off-label), ¢ Lenblo MCKNOYEHMSA HEraTUBHBIX MOBOYHBIX 3-
(eKTOB NeKapCTBEHHbIX NPenapaToB, PeKOMEHAYETCS KOH-
CynbTaums Bpada — KNMHUYecKoro dapmakonora [96, 197].

YpoBeHb ybeaMTeNbHOCTU pexoMeHpauuii 2 (ypoBeHb
[0CTOBEPHOCTH [0Ka3aTesbCTB — A).

KoMMeHTapumit. B npocneKTUBHOM paHA0MU3MPOBaHHOM
[BOMHOM CNEnoM MCCefioBaHMM Obifo NPOAEMOHCTPUPO-
BaHO, YTO y4acTWe Bpaya — KIMHMYECKOro (apMaKkosora
B JIeYeHUM NaLmeHToB B HeoHaTanbHoM OPUT cnocobeTayet
YMEHbLLIEHMIO YaCTOTbI HeraTUBHLIX NOO0YHBIX IQPEKTOB Ne-
KapCTBEHHbIX NpenapaTos.




MEPEZIOBAA CTATBA

3. JIEYEHUE, BKJTIOYAA
MEJWKAMEHTO3HYHO

U HEMEOUKAMEHTO3HYI0

TEPANWW, AUETOTEPAMNUIO,
ObE360/IUBAHUE, MEAULUHCKUE
MOKA3AHUA U NPOTUBONOKA3AHUA
K MPUMEHEHUIO METO0B JIEYHEHUA

3.1. KoHcepBaTuBHOe neyeHue
3.1.1. AHTUMMKpOGHas Tepanus

+  BceM HoBopoxaeHHbIM € cencucoM, CLU nnv nofo3peru-
€M Ha HUX C Liebi0 3TUOTPOMHOIO NeYeHUs peKOMEeHAY-
eTcs Ha3HayaTb aHTUDaKTepuManbHylo Tepanuio, KOTopy
HeobXo[¥MO HauMHaTb B MaKCUMabHO PaHHUE CPOKMW.
OnTUManbHbIA BapuaHT — B TeYeHWe 0JHOr0 yaca no-
C/e YCTaHOBNEHUs amarHosa [27, 157].
YpoBeHb ybenuTeNbHOCTM peKoMeHAaumin B (ypoBeHb

JO0CTOBEPHOCTU J0Ka3aTeNlbCTB — 3).

KoMMeHTapuiA. YcTaHoBNEHO, 4TO BBELEHME MPOTMBO-
MWKPOOHBIX MpenapaToB cUCTeMHOro Aeiicteusa (kog ATX J)
B TEYEHWe NepBbIX 3 Y MOC/e AUArHOCTUKM Cencuca 3Hauu-
TENbHO MOBBILIAET MOKA3aTeNM BbIKUBAEMOCTU W CHUXKAET
4acTOTY OCNOXHEHUI — HEKPOTU3MPYIOLLLEr0 SHTEPOKONNTA,
BpoHxoneroyHon aucnnasum [27, 157].

HecMoTps Ha oTCyTCTBME CTPOrMX AOKa3aTesbHbIX JaHHBIX,
MaKCKUMaribHO paHHee Hauyano aHTUMUKPOBHOI Tepaniui MOXeT
paccMaTpuBaThCs B KayecTBe PEKOMEHAYEMOr0 Meponpus-
TWS MpW COOTBETCTBYIOLLMX cOCTOSHUAX. OCHOBHOE BHUMaHWe
LOMKHO ObiTb YAENeHo BbISBNEHWIO HOBOPOXIEHHBIX [eTel
C BbICOKMM PUCKOM MH(EKLMM 4715 060CHOBaHHS 3MMUPUYECKON
aHTUMMKPOOHOW Tepanuu. CyluecTBYeT NepcoHaM3MpoBaHHbIN
Moaxog, C MHAMBMAYarbHBIM NMPOTHO3MPOBaHUEM pUCKA pa3Bu-
TWS1 HEOHaTasbHOrO Cemncuca B 3aBUCUMOCTM OT recTaLMoHHOT0
Bo3pacta [99]. Ha HauanbHOM 3Tane pekoMeHayeTcs HasHaue-
H1e 3MNMPUYECKON aHTUMUKPOBHOI Tepanuy € UCM0/b30BaHWEM
NEKapCTBEHHbIX CPEACTB, BO3LEMCTBYIOLLMX Ha Hanbonee Bepo-
ATHbIE NaToreHbl. [locne uaeHTMdMKaLMM NaToreHoB W onpese-
NEHWSA UX YYBCTBUTESBHOCTU K MPOTUBOMUKPOBHBIM Mpenapatam
cucteMHoro fenctaua (Koa ATX J) peKoMeHayeTcs KoppeKuus
3MMUPMYECKON aHTUMMKPOOHOI Tepanuu Npy HeobXoaMMOCTW.

B KIMHMYECKOM NpaKTUKe 3a4acTylo He MpeAcTaBnseTcs
BO3MOXKHBIM DbICTPO YCTaHOBUTL BO30yaMTENS, HO HanMyme
NpU3HaKoB MH(EKLMOHHOrO NMpoLiecca TpebyeT 0T Bpaya npu-
HATUA HeMeAJIeHHOr0 Ha3HayYeHUs aHTUMUKPOOHOI Tepanuu,
Y4MTbIBas [aHHble 0 BEPOSTHOM MOBLILIEHUM BbIXWBAEMO-
CTU MPW pPaHHEM CTapTe aHTUMMKPOOHOI Tepanum [27, 99].
[leneHne uHdeKUUA HOBOPOXKAEHHBIX HA PaHHWE U MO3JHME
noMoraeT OMpefeNUTb TaKTUKY 3MMUPUYECKOW Tepanuw,
MOCKOJbKY OHYU WUMEIOT PasfiMyHble MPUYMHBI U ITUOJIOTHIO.
OcHOBHbIMK HaKTepuanbHbIMM MUKPOOPraHM3Mamy, Bbi3bl-
Batowummm PHC, sisnsiotcs Streptococcus agalactiae, E. coli,
Staphylococcus aureus, Listeria spp. [56, 82, 143].
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3T MWUKPOOPraHW3Mbl YacTo KOJIOHU3UPYHT U ABNIALOTCA
OCHOBHbIMW BO30YAUTENAMM UH(EKLMA FEHUTANBHOTO TPaK-
Ta bepeMeHHbIX KEHLLUMH, NPUBOLSA K MHOULMPOBAHUIO OKO-
NOMNOAHBIX BOA, BOCXOAALMM NyTeM. 3MMMpUYecKas cxema
CTapTOBOM aHTMMMKPOBHOM Tepanuu Npu MOJO03PEHUN Ha
PHC nomxHa BbiTb HanpaBfieHa Ha 3MMUHALMI0 YKA3aHHbIX
MMKpOOPraHM3MOB C Y4eTOM MNpesnosiaraeMoro npouns ux
uyBCTBUTENBHOCTM [41, 56, 83, 143].

B KauectBe cTapTOBOM aHTWbaKTepuanbHOW Tepa-
nUM 0ObIYHO MCMONb3YeTCA KOMOWHALMA aMnuuuamn-
Ha (kop, ATX JO1CA) c aMUHOMMKO3MA,aMN — FeHTaMULIUHOM,
aMuKauuHoM (kog ATX JO1GB), obnapatowas cMHeprusMoM
B OTHOLUEHWUM YKa3aHHbIx Bo3byautenen [95]. AMUHOrMKo-
3uabl (kog, ATX JO1G) Bbicoko3ddeKTHBHBI NPOTMB BHEOOb-
HUYHBIX M30nATOB BakTepui, Takux Kak E. coli, Enterobacter,
Klebsiella, Proteus spp., P. aeruginosa [173].

B KauecTBe anbTepHaTVBbI MPU NOJO3PEHUM HA MEHWH-
TUT BO3MOXKHO WCMOJb30BaHWe LiehanocrnopuHoB TPETLEro
nokonenus (Kog ATX JO1DD) B cBAi3u C NyYLUMM NPOHUKHO-
BeHeM B LIHC, ogHako ux pyTWHHOE 3aMNUpUuecKoe npu-
MEHEHWE He PEKOMEHAYeTCA M3-3a MOBLILIEHHOTO pUCKa
Pa3BUTUA PE3UCTEHTHOCTU. B To e Bpems LedanocnopuHbl
TpeTbero nokonienus (Kog ATX JO1DD) He obnapatoT 3Haum-
MoM 3 (EKTUBHOCTBIO NPY NIeYEHUN MHGDEKLMIA, Bbi3BaHHbIX
L. monocytogenes [44].

LUedotakeum (kog ATX JO1DDOT) pexomeHpayetcs
B KayecTBe LedanocrnopuHa nepBoM JIMHWW, MOCKOMbKY
uedtpuakcon (kog ATX JO1DD) npotvBOMOKasaH HOBO-
POXAEHHbIM M3-33 €ro BbICOKOW CTEMEHU CBA3bIBAHUS
c benkamu, KoTopble MOryT BbITECHATb OuAMpYbuH U3
Y4acTKOB CBA3bIBaHUA C anbOyMUHOM, Bbi3biBas bonee Bbl-
COKYH KOHLIeHTpaumio cBobogHoro bunupybuHa c nocnegny-
IOLUMM HAKOMSIEHMEM B TKaHAX, MOBbLILLAA PUCK PasBUTUS
xentyxu [79].

HeobxoaMo OTMETUTH BO3MOXHOCTb OMAcHOro B3au-
MofeicTBua Mexay uedtpuakcoHoM (kop ATX JO1DD04)
M CONAMM KanbUWsi MpWU UX COBMECTHOM BBEJEHMM, KO-
TOPOe COMPOBOXAAETCA NpeuunuTaLmeit Kanbums, Bbl-
3biBas Cepbe3Hble M0DOYHblE NBMEHMS, TaKue Kak
aMbonus [167].

YuuTbiBas yBENMYEHWE YACTOTbI BhIABIEHUSA YCTOWYMBOI
K NeHuumnnmnHam E. coli n MeTMLMNIMHOPE3UCTEHTHBIX Koary-
Na3oHeraTMBHbIX CTaMIOKOKKOB KaK BO30yauTeNeli paHHero
M MO3LHEro HeOHaTasbHOro Cemncuca, BO3MOXHA Moandu-
Kauus CXeM NleYeHWsi C MPUMEHEHUEM KOMOMHaLMK NeHu-
LMNIMHOB C MHrMbuTopammn B-naktamas (kog ATX JOTCR):
aMnUUMAAKH + cynbbaktam (kog ATX JOTCRO1), nmne-
pauMninH + Tasobaktam (kog ATX JOTCRO5) u apyrue
f-naKkTaMHble aHTMOaKTepuanbHble npenapatbl (kog ATX
JO1D): uedotakcum + cynbbaktam (Kog ATX JOT1DD51), ue-
tonepasoH + cynbbaktaM (kog ATX JO1DD62) B KOMOUHALMM
C BaHKOMULMHOM (Kog ATX JOTXA), TeitkonnaHuHoM (Kog ATX
JOTXA02) unn nvne3onnaom (koa ATX JO1XX08) [18, 78, 92,
114, 150].
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Mo3aHMI HeOHaTaNbHbIA CENCUC, Kak MpaBuio, passu-
BaeTCA Yy HOBOPOX[EHHbIX AeTen, KOTOpbIM noTpeboBanack
anvtensHas UBJ1 unm uiBasmeHble npoueaypbl. B 60bLumH-
CTBE C/ly4aeB ero BbI3bIBAIOT NATOreHbl, IPUOBPETEHHbIE B yC-
NOBMSAX CTaLMOHapa M XapaKTepU3YHLLMECS YCTOMYUBOCTbIO
K NpOTUBOMMKPOOHBLIM NpenapataM CUCTEMHOM0 [eicTBuSA
(kop ATX J). Mo naHHBIM psaa MccneAoBaHMiA, B pa3BuBato-
LUMXCA CTPaHax Mo3LHWUN HeOHATaNbHbIN CENCUC BbI3bIBAETCS
MPEeNUMYLLECTBEHHO rPaMoTpULaTENbHBIMU HaKTEPUAMM U KO-
arynasoHeratueHbiMM ctadunokokkamn — CoNS [31, 101,
153, 200].

B KoroptHoM MHoroueHTpoBoM uccnefoBaHuu NeoOBS
Hambonee pacnpocTpaHeHHbIMM BO30yLMTENAMW M034-
Hero HeoHaTaslbHOro cencuca sBnsAuMcb K. pneumoniae,
A. baumannii, E. coli, Serratia marcescens v Enterobacter
cloacae [150]. Y BbioeneHHbIX U30MIATOB YacTo Habnwoga-
eTCA YCTOMYMBOCTb K aMnuuunnmby (Kog ATX JO1CAOT1),
reHTamuumHy (ko ATX JO1GBO03), uedanocnopuHam
(kop ATX JO1DB, JO1DC, JO1DD, JO1DE) n kapbaneHeMam
(ko ATX JO1DH) [91].

B cnyyae, ecnm Bo3byauTensM1 NO3AHEr0 HEOHATaIbHOMO
cerncuca CTaHOBATCA rPaMoTpULIaTeNTbHblE MUKPOOPraHM3Mbl,
He npoayuvpylowme B-nakTamasbl PacLUMPEHHOr0 CMEKTpa,
COXPaHAOLLME aHTMBMOTUKOYYBCTBUTENBHOCTL K Liedanocno-
puHam (kog ATX JO1DB, JO1DC, JO1DD, JO1DE), ux npumeHe-
HWe Haubonee onpaBgaHHo: LedTasuanM (Kog ATX J01DD02),
uedenum (Kog ATX JOTDEQT).

TeHpaeHUMeN nocneHUX NIET CTaso 3HaYMMOE YBENTUYEHME
L0/M rpaMoTpULaTeNbHBIX DAaKTEpUI B CTPYKTYpe HO30KOMU-
anbHbIX NaToOreHoB. B cO0TBETCTBMM C HALMOHANBHOM KapToi
aHTMBMOTMKOPE3UCTEHTHOCTM (WWw.amrmap.ru) B nepuog,
2020-2022 rr. Ha HuX npuxoamnoch 78 % B obLuei CTpyKType
B036yauTenen rocnuTanbHbIX MHDEKUMA Y BOMbHBIX NepBOro
rOAA JKM3HKM, NpK 3TOM A0NIA 3HTepobaKTepuin B CTPYKType
BCeX MmaToreHoB coctaBuna 46,7 %, CUHErHowHoW nanod-
Kn — 16 %, aumHeTobakTepuit — 4,3 %. [laHHble MUKpO-
OPraHM3Mbl XapaKTepu3ylTCS HanuuMeM pa3HOOobpasHbIX
MeXaHW3MOB YCTOMYMBOCTU K aHTUBMOTMKaM, KoTopble, 3a-
yacTylo peanu3yscb B KOMOUHALMAX, CMOCOBHBI I EKTUBHO
NPOTUBOCTOATL OONBLUMHCTBY MUMEHILLMXCA B COBPEMEHHOM
apceHarne cpeacTB. Bbicokas yacTota NpoayKuum B-naktamas
pacLUMpeHHOro cnekTpa y 3HTepobakTepuii (ocobeHHo
y K. pneumoniae), nepeBena KapbaneHemsl (kog ATX JO1DH)
U3 pa3psfa npenapaToB pesepBa B CpefcTBa Bbibopa npu
NeYeHUN NaLMEHTOB C MHBEKLMAMM, BbI3BaHHBIMU AaHHLIMM
Bo3byauTensmm [22].

LLiupokoe M 3ayacTylo HepauMOHanbHOE NpUMEHEHWe
KapbaneHeMoB (kog ATX JO1DH) cnocobcTtBoBano nosene-
HWK0 M PacnpOoCTPaHEHUIO YCTOMYMBOCTM K HUM. CepbesHas
npobnema Take — UH EKLMM, 06YCIOBNEHHBIE YCTOYMBI-
MU K KapbaneHemaM (koa ATX JO1DH) HedepMeHTMpYIOLLM-
MW rpamoTpuLaTeNbHbIMKU 6aKTepUsAMM, B MepBYK ouepesb
P. aeruginosa v A. baumannii [61, 103, 105].

YcToiumBOCTb rpamMoTpuuatenbHbiX BakTepuin K Kap-
baneHemam (kog ATX JOTDH) obycnoeneHa pasnnyHbiMM
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MeXaHU3MaMm 1 UX COYETaHUSMM, BKJTI0Yas HapyLLEHWe npo-
HWLLAEMOCTU KIIETOYHOW CTEHKM, 3PIOKC U (epMeHTaTMB-
HYH0 MIHaKTUBALMIO, KITKOYEBYIO POJib MPU KOTOPOI UrpaeT npo-
AyKuMs KapbaneHeMas. B coOTBETCTBMM C KnaccuduKaumen
Ambler BbigensioT 4 MonekynspHbIX Knacca B-naktamas —
cepuHoBble (A, C, D) n MeTannodepMeHTbI, MelOLLME aTOM
LMHKa B aKTMBHOM LieHTpe (B). ®epMeHThl TMNa AmpC (Mo-
NeKkynspHbliA Knacc C), xapaKTepHble Ans 3HTepobakTepuii
n P. geruginosa, LEMOHCTPUPYIOT MPEUMYLLECTBEHHO M-
gpomu3 uedanocnopuHoB. Knacc A npepncraeneH psaoM
(epMeHTOB pasnuuHoro cybctpatHoro npoduns, BKIKo-
yas [-naktamasbl pacwwupeHHoro cnektpa (BJIPC), ob-
YCNOB/IMBAIOLLME YCTOMYNBOCTb 3HTEpobaKTepun Ko BCeM
beTa-nakTamMHbIM aHTMBMOTMKAM, Kpome KapbaneHemoB
(kop ATX JO1DH), a Takke kapbaneHeMasbl KPC (Klebsiella
pneumoniae carbapenemase) v GES (Guiana Extended-Spec-
trum), BcTpevatowumecs y aHTepobakTepuit U P. aeruginosa.
Knacc D BrioyaeT kapbaneHemasbl Tuna OXA (oxacillinase-
type betalactamase), xapakTepHble AJ1s NpeaCTaBUTENEl No-
panka Enterobacterales v aunHeTobakTepuii. MeTannobeta-
NaKTaMa3bl BCTPEYAIOTCA NPEeUMYLLIECTBEHHO Y P. aeruginosa
W 3HTepobaKTepui, UMEIOT LUMPOKWI CMEKTP MMAPOAUTUYeE-
CKOW aKTMBHOCTH, BKIItoYas KapbaneHeMsl (ko ATX JO1DH),
HO OHW HEaKTUBHbl B OTHOLIEHMM MOHOOaKTaMoB
(kop ATX JO1DF). BeisBneHue npopykumu kapbaneHemas
LenaeT HellenecoobpasHoli MoHoTepanuio KapbaneHeMa-
Mu (Kog ATX JO1DH), maxe npu Hanmumm eHOTUNMYECKOI
UYBCTBUTENBHOCTM K HUM. [1pn HeBbICOKMX 3HaueHusx MIK
(<8 Mkr/mn) ans meponerema (kog ATX JO1DH02) B HekoTo-
PbIX CITy4asx BO3MOXHO NpUMeHeHNe KOMBUHMPOBaHHBIX pe-
JKMMOB Tepanum, BKIloYatoLwmx MeponeHem (kog ATX JO1DHO2)
B MaKCUMarbHbIX 103aX, aMuKaLmH (kog ATX JO1GB06), doc-
dommumH (kog ATX JOTXX01), Tureumknmnn (kog, ATX JOTAA12),
noAMMUKeKHbI (kog, ATX JO1XB02) B pa3nnyHbiX KOMOUHALM-
aX. Mpu Bbicokux MITK MeponeHeMa (JO1DH02) MoxeT npoBo-
[JMTbCA KOMBMHMPOBaHHas Tepanus Ha OCHOBE MOJIMMUKCUHOB
(kog ATX J01XBO02). MNpu ycToiuMBOCTM 3HTEpOOaKTepUii
K KapbaneHeMaM (kog ATX JO1DH), 0bycnosneHHol NpoayK-
LiMeli cepuHOBbIX KapbaneHeMas, faxe npu Co4eTaHHOM npo-
nykumm BJTPC, BbIcOKOM 3deKTUBHOCTLI0 06/1a8aeT HOBBIN
3alUMLLEHHbI Ledanocnopud — uedTasnamM/aBnbakTam
(kop, ATX J01DD52) [140].

B cnyyae npogmyKummn MetannodepMeHToB, 0bnafatoLmx
BbICOKOM TMMIPOSIMTUYECKOW aKTUBHOCTBID U He MHTMbupye-
MbIX aBMBaKTaMOoM, a TaKKe Npy 0GHOBPEMEHHO MPOAYKLMM
HeCKoMbKUX KapbaneHeMas (Haubonee YacTbiii BapuaHT —
OXA-48+NDM) MoxeT npuUMeHATbCA couyeTaHue LedTa-
3uauMa/aBubaktama (Kog ATX JO1DD52) u astpeoHaMa
(kog ATX JOTDFO1), BBOAMMBIX OAHOBpPEMEHHO. [laHHas
KOMOMHaUMA aKTMBHA B OTHOWeHMM npoayueHToB BJIPC
1 Kapbanenemas knaccos B, C u D. Lleptasuamm/aBnbak-
TaM (Kog ATX J01DD52) TakKe COXpaHsieT aKTUBHOCTb B OT-
HoweHun pspa P. aeruginosa, B TOM 4ucie Npoayumpylo-
LLMX cepuHOBble KapbaneHeMasbl MoniekynapHoro Tuna GES.
CoBpeMeHHble rocnuTanbHble u3onatel A baumannii
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XapaKTepu3yKTCA BbICOKUM YPOBHEM YCTOMYMBOCTU K 60Nb-
LUMHCTBY KNacCoB aHTUOMOTMKOB, BKIOYas KapbaneHe-
Mbl (kog, ATX JO1DH) u cynbbaktam (kog ATX JO1CGO1).
BblcoKoM aKTMBHOCTbIO in vitro o6napaloT NOJIMMUKCUHBI
(kop ATX JO1XB), pag “30nATOB MOXKET ObiTb YyBCTBUTENEH
K KoTpuMoKcasony (kog ATX JOTEEQT).

Mpn MHbEKUMAX, BbI3BaHHBIX TPaMMONOKMUTENBHBIMM
MWKpOOpraHW3MaMi C COXPaHEHHOW YYBCTBUTENIbHOCTbIO
K okcaumnmuy (Kog ATX JO1CFO4, MeTULMANIMHYYBCTBUTENb-
Hble LUTaMMbl), ONTUMAaJIbHBIM BapuUaHTOM ABASETCS NpUMe-
HeHve uedasonuHa (kog ATX JOTDBO4) u, B page cnydaes,
uedraponmHa docammuna (kog ATX JO1DI02). B nocnegHee
BpeMsl 0TMeYaeTcsi BO3pacTaHWe 3HAaYMMOCTU METULMIIMH-
Pe3nCTEHTHbIX CTadUNOKOKKOB, a TaKKe MONIMPE3NUCTEHTHBIX
3HTEPOKOKKOB, KOTOPbIE YCTOWYMBLI KO BCEM [-NaKTaMHbIM
aHTMOMoTMKaM (Koa ATX JO1D). Takue MMKpPOOpPraHU3Mbl Xa-
PaKTepM3YKTCA acCOLMMPOBAHHOM YCTOMYMBOCTBIO U K LpY-
TMM aHTUDaKTepuanbHbIM npenapataM (Makponuaam, amu-
HOrNMKO3WAaM M p. ba3oBbIM aHTUOMOTMKOM 1S Tepanum
Npo6/eMHbIX KOKKOBbIX MH(EKLMIA OCTAeTCs BaHKOMULIMH
(kop ATX JO1XAQ1), opgHaKo B mocnieHee BpeMsi UMeIOTCA
BECKMe [A0Ka3aTeNbCTBa HeLOCTAaTOMHOM 3MdEKTUBHOCTM
3TOr0 npemapata npu THKENbIX MHOEKUMAX, Bbi3BaHHbIX
YYBCTBUTENbHBIMW N0 (HOPMasbHBIM KPUTEPUSM 30/10TUCTI-
MU CTaQUIOKOKKaMM, XapaKTepM3YHLLMXCSA MOBbILIEHHbI-
mu MIK BaHkomuumHa (Kog ATX JO1XAO1) (ocobeHHo npu
MK =2 Mkr/mn). B atux cnyyasx, a Takxke npu ycToinumBo-
CTV cTadMIOKOKKOB M 3HTEPOKOKKOB K CTaHAapTHON Tepanuu
¥ NpU ee HenmepeHoCUMOCTH LieNiecoobpasHo UCMofb30BaHme
anbTepHaTUBHbIX CPEACTB [B YacTHOCTM, Npoumne aHTUbaKTe-
puanbHble npenapatbl (kog ATX JO1XX)] — pmanToMuumHa
(kop ATX JO1XX09).

Mpu Nopo3peHUn Ha aHaspobHyl MHGEKLMI0 B COCTaBe
aHTUMWKPOOHOM Tepanuu MOXeT ObITb UCMO/Ib30BaH METpo-
Hupason (kog ATX DO6BX01). YuutbiBas yactoe BnusiHUe
Takux (aKTOpOB PUCKA, KaK HECOBEPLUEHCTBO WMMYHHOM
CUCTEMBI, HapyLLeHMe ecTecTBEeHHbIX HapbepoB opraHusma
pebeHKka (Koxa, Xenyno4YHO-KULLIEYHbIA TPaKT U pecnupa-
TOPHbIN TPaKT) MPX OKa3aHUM MeLULMHCKOWA NOMOLLM, 0COo-
BEHHO Y HE[JOHOLLEHHBIX HOBOPOXAEHHbIX, HE0OX0AMMOCTb
B MPUMEHEHUM aHTMDAKTEPUaNbHbIX NPENapaToB CUCTEMHOIO
pevicteua (kog ATX JO1), napeHTepanbHOro nuTaHus, y nauu-
€HTOB C CEMCHUCOM BbICOK PUCK pasBUTUSA WHBA3WBHLIX rpub-
KOBbIX MH(eKUMA. [Ing npeaynpexaeHns MHBa3UBHBIX KaH-
OMO030B PEKOMEHAYeTCs NpoBefeHWe MpOTUBOrpubKOBOIA
npodunakTMkK NpenapatoM ¢yKoHason (Kog ATX JO2ACO1)
BHYTPMBEHHO UMW NEPOpasbHO B COOTBETCTBUM C BO3PACTHbI-
MU Jo3amu (Tabn. 11).

WNHBa3mBHbIE TPUOKOBbIE MH(EKLMM XapaKTepusyTcs
TEHAEHLMeN BO3pacTaHUs KIIMHUYECKON 3HAYMMOCTM rpuboB
Candida non-albicans co CHWXEHHON YyBCTBUTENBHOCTbIO
K ¢nykoHasony (kog ATX JO2ACO1). Haubonee addektvs-
HbIMW MpenapaTamMi s NeYeHus MHBA3MBHOIO0 KaHAMA03a
W KaHOMLEMUM SIBNAKOTCA ApYyre npoTMBOrpuOKOBbLIE Npe-
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napartbl cucteMHoro aeiictaus (kog, ATX JO2AX): MukadyHrvH
(kop ATX J02AXO05), anmpynadyHrud (kog ATX J02AX06),
KacnodyHrun (kog ATX JO02AX04). LeneHanpaBneHHas
aHTUMUKOTUYECKas Tepanus [OMKHa ObiTb Ha3HayeHa
C YYeTOM YyBCTBMTENIbHOCTM BbISIBNEHHOrO B03byauTENs
K NpOTMBOrpUOKOBLIM MpenapataM CUCTEMHOrO LercTBUSA
(kop ATX J02). Cpeau B03byauTenem HO30KOMMUasb-
HbIX MHOEKUMA B MOCNefHee BPEMSA BbISBMSAIOTCA TaKKe
rpubbl Malassezia furfur. Tpubbl paHHoro Bupa Kpaw-
He CMOXHO KyNbTMBMPYIOTCS Ha OObIYHBIX MUTaTENbHbIX
Cpefax M MOryT Bbi3blBaTb TSMENbIA TPUOKOBLIA cen-
cuc y rnyboko HepoHoweHHbIX aeteii [21]. Mpu dyHremmm
M. furfur pexoMenpyetcs neuyexue amdoTepuumHoMm B
(kop, ATX JO2AADT) [49].

TakuM 06pa3oM, aMNMpuyecKas aHTUMUKpobHas Tepanus
cencuca y HoBOPOXAEHHBIX AeTel [oMKHa BKIoYaTh B cebs
npenaparbl, aKTUBHble B OTHOLUEHUM TpaMOTPULATENbHbIX
W TPaMMONOXUTENbHBIX MAaTOreHOB, a NpX HanMuMM (aKTo-
pOB pucka — M rpuboB. Beibop npenapatos ocyLuecTBnseTcs
B COOTBETCTBMM C JIOKaNW3aumeli ouara MHbeKuum u npodu-
NeM YyBCTBUTENIHOCTU Hanbonee BepoSTHBIX BO3byauTenei,
a B C/ly4ae 3MMUPUYECKOr0 Ha3HaueHus onpefenseTcs no-
CPeACTBOM MMKPOOMONOrMYECKOr0o MOHWUTOPUHIa BedyLueit
MUKPOhOpPbI KOHKPETHOTO OTAENEHUS U/UNK YUPEXAEHMS,
B COBOKYMHOCTW C AaHHbIMU O KOJIOHW3aLMN HECTEPUITbHbIX
NOKycoB nauueHTa. KoppeKums Tepanuu nponu3BoAMTCA Mo-
e MoslyyeHus LaHHbIX MUKPOOMONOrMYECKOro McceioBa-
HWs (KPOBW U MaTepuana U3 ovara).

Mpobnema paumoHanbHOM aHTUMUKPOOHOI Tepanuu, no-
MWMO aJleKBaTHOr0 BbIbOpa NpenapartoB C Y4eTOM CMeKTpa Ux
[LeiCTBUA W NOKaNMU3aLmMm o4ara MHAEKLMM, BKIKOYaEeT B cebsl
Ba)XHbliA, HO He BCErAa YYWTbIBaeMbld SOMKHBIM 06pa3oM
acrmeKT, KacaloLwuiics NpaBWIIbHOO PeXuMa [L03MpOBaHus
NPOTUBOMUKPOOHBIX NpenapaToB CUCTEMHOIO AeicTBus (KOA
ATX J). Cencuc MOKeT NPUBOAMTL K pa3HOHANPaBNEeHHbIM 13-
MeHEeHNAM (apMaKOKWUHETUKN U hapMaKoAMHAMUKN MpOTH-
BOMUKPODHbLIX MPenapaToB cUCTEMHOTO AeicTaus (kog ATX J),
0cobeHHO B MN1afieHYecKoM BO3pacTe, yUuTbIBas 0COOEHHO-
CTW OpraHu13Ma HoBOPOXAEHHOro pebeHka. CybonTUManbHble
KOHLIEHTpauMu aHTUMMKPOBHBIX NpenapaToB CUCTEMHOrO
nencteua (Kop ATX J) B KPOBM M TKaHSX OpraHuMaMa Moryt
MPUBECTU K CHUXEHWUIO MM NOSIHOMY OTCYTCTBUI 3ddeKTa
Tepanuu, a Takxe (OpPMMPOBAHMIO YCTOMUMBLIX LUTaMMOB
Bo36yauTenen [95].

He MeHee onacHa, 0C06€HHO y HeJJOHOLLEHHbIX AEeTen,
nepefo3vpOBKa HEKOTOPbIX MPOTMBOMUKPOBHBLIX npena-
paToB cucTeMHoro aeiicTeua (Koa ATX J), koTopas MoxeT
NPUBOAMTL K peann3aumn TOKCUMYeckuX nobouHbIx addek-
TOB (B 4aCTHOCTH, 3a CYET HedPO- UMK renaToToOKCUYHOCTH).
KoHeuHbIM uToroM B 06omx cnyyasx byneT yxyaweHue Kin-
HWUYECKUX pe3ysibTaToB SIeYeHUs U BO3pacTaHue IKOHOMUYe-
ckux uspepxek. Ocobyto BaxHOCTb NpobneMa afeKkBaTHOro
[L,031pOBaHMs NPOTUBOMUKPOOHBLIX NpenapaTtoB CUCTEMHOMO
nencteua (kog ATX J) npuobpeTaeT y naumeHToB ¢ CUHAPO-
MOM MOJIMOPraHHON HeLLOCTAaTOYHOCTU UMW BbICOKUM PUCKOM
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€ro pasBuTHS, a TaKXKe Y NALMEHTOB, B IEYEHWUM KOTOPbIX UC-
MONb3YI0TCA PasfyHble MeTO/bl IKCTPAKOPNOopasibHON JETOK-
cuKaumu. MofpobHo 03HAKOMUTLCS C PeKOMEeHyeMbIMM Ha Co-
BPEMEHHOM 3Tarne npaBuiaM1 U PexMMaMn aHTUMUKPOBHON
Tepanun MoXHO B COOTBETCTBYHOLLMX nocobusx [3, 19].

Astopamu oaHoi 13 paboT, NOCBALLEHHON MPUMEHEHMIO
aHTUMWKPOOHBIX NPenapaToB, NPeA0XeH anropUT™ Tapret-
HOM Tepanuu WHOEKLUMA, BbI3BAHHBIX MOSIMPE3UCTEHTHBIMM
B030yauTeNAMM, B 3aBUCUMOCTU OT A€TEPMUHAHT PE3UCTEHT-
HOCTM, NPOAYLMPYEMBIX NaToreHoM [35].

AkTyanbHOM npobneMoi Tepanuu TAXKENbIX MHOEKLMIA
Y HOBOPOX[EHHbIX AETel ABMAETCA HELOCTaTOYHOCTb CBe-
LEHWN 0 BO3MOXKHOCTU NpUMeHeHUs B 3D MEKTMBHBIX U 6e3-
OMacHbIX pexuMMax [03MpoBaHWA psfa Npenapartos, YTo
MOXKET OrpaHWNuUTb LOCTYMHOCTb aHTUMMKPOOHOM Tepanuu.
Mpy HeobX0AMMOCTU Ha3HAYeHWUs MPenapaToB B He3aperu-
CTpupoBaHHOM B Poccuiickoit Mepepaunn pexuMe Jo3upo-
BaHWsA WM NoKasaHuaM TpebyeTca 3aktoueHne BpayebHou
KOMUCCUM C YCIOBUEM NONYYeHUsi MHHOPMUPOBAHHOO CO-
rnacus pogutenei / 3aKOHHbIX NPeLCTaBUTENEN NaLMEHTa.

B cootBeTCTBUM C BbIBOLAMW KPYMHBIX MHOrOLEHTPO-
BbIX MCCNELOBaHWI, Ype3MepHoe UCMosb30BaHWe MPOTUBO-
MUKPOOHBIX NpenapaToB cucTeMHoOro aeiicteumsa (kog ATX J)
Y HOBOPOXIEHHBIX eTei CnocobCTBYET POCTY PE3UCTEHTHO-
cTv Bo3byauTenen K aHTMbuoTukam [41, 101, 173].

3.1.2. Bonemuyeckas noppepkka

Y HOBOPOXAEHHbIX C CENCUCOM MNIAHOBYI0 LOTALMIO KU -
KOCTU W 3NEKTPONIUTOB PeKOMEHAYeTCs OCYLLeCTBNATD,
MCXOLS W3 BeCa, CPOKa recTaLmu 1 NOCTKOHLLENTYabHOro
BO3pacTa pebeHKa, UCMOMb3ys MUHUMaNbHO Heobxoam-
Mble 0bbeMbl (Tabn. 12) [117, 118, 159, 160].

YpoBeHb ybeauTenbHOCTU pekomeHpaumnii C (ypoBeHb

LO0CTOBEPHOCTU [0Ka3aTeNbCTB — 9).

+ Y HOBOPOX/EHHbLIX C CENCUCOM He PeKoMeHAyeTcs uc-
Mo/b30BaTb MAaKCUMasbHO JONYCTUMbIE 06BEMBI MAKO-
CTW N1 NPOBeAEHUS MNaHOBOM MH(Y3MOHHOW Tepanuu
Ans u3bexaHns pucka neperpysku 06beMoM 1 paseuTus
nonmopraHHon aucdyHKumm [64, 117, 118, 159, 160, 184].
YpoBeHb ybeauTenbHOCTU pekomeHpaumnii C (ypoBeHb

L0CTOBEPHOCTU [0Ka3aTeNbCTB — 9).

Vol 15(4) 2024
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KoMMeHTapuit. ApgekBaTHas BojeMUuYecKas Harpyska
W NapeHTepasibHoe NUTaHue ABNAKOTCA 00s3aTeNbHbIM yCio-
BWEM YCMELUHON UHTEHCKUBHOM Tepanuu cencuca 1 CLL y Ho-
BOPOXAEHHBIX, NPY 3TOM NOTPEOHOCTb B MAKOCTM Y Kaw0-
0 KOHKPETHOrO NMauueHTa MOXKET CYLLECTBEHHO OT/IMYATLCS,
UCXOASA U3 CPOKa recTauuy U NOCTKOHLENTYasbHOro BO3-
pacta [64, 184]. Bce nMetowmecs peKoMeHaLmm No pacyety
MoTPeBHOCTM B MMAKOCTM YKa3bIBAIOT OYEHb LUMPOKMIA auma-
Ma30oH 3HaYeHW!, OAHAKO CedyeT NOMHUTb, YTO MK cencuce
PUCK NMeperpy3Kku XMAKOCTLIO KpaliHe BbICOK 1 accoLmMmpyeTcs
C YBEJIMYEHNEM BEPOSATHOCTM NeTanbHoro ucxoga [11, 107].

* Y HOBOPOXAEHHbIX C CENCMCOM MpY NPOBEAEHUM N1IAHOBOM
MHbY3MOHHOM Tepanuu C LieIbko NoAepKaHus onTUMarb-
HOro cepAeyHoro Boibpoca peKoMeHAyeTcsl NoLAepKMBaTb
YPOBEHb FIIOKO3bI B KPOBU B AManasoHe 3,5-5,5 MMosb/n,
KOHLIEHTPaLUMs WOHM3MPOBAHHOTO KanbUMs [OJIKHA
bbiTb He HuKe 1,15 MMonb/n [51, 64, 102, 184].

YpoBeHb ybeautenbHoctM pekoMeHpaumin C (ypoBeHb

AO0CTOBEPHOCTW [0Ka3aTenbCcT8 — 5).

Y HOBOPOXAEHHOr0 C CEencucoM Npy pasBUTUM TUMO-
rJIMKeMUN (YpOBEHb FNHOKO3bl B KPOBU <2,6 MMOSb/N)
PEKOMEHAYeTCA ee IKCTPeHHas KOPPEKLMA MyTeM BHY-
TPMBEHHOTO DONKOCHOrO BBEAEHMS AeKcTpo3bl (Kog ATX
B05CX01) — 10 % pacteopa B go3e 2 mn/kr (0,25 r/kr)
(97, 137].

YpoBeHb ybenuTenbHoCTM pekoMeHaaumi C (ypoBeHb A0-

CTOBEPHOCTM 10Ka3aTenbCcTB — 5).

KommeHnTapuit. OgHummn n3 Hambonee ApKMX, paHHKX
1 04EBMIHBIX NPOSBNEHUI CENncuca ABNSIOTCA PaccTpoiicTBa
banaHca Kanbuusa U yrneBoAgHOro obMeHa, npuyeM AocTa-
TOYHO YacTO MOTYT BCTPeYaTbCs Kak rumo-, Tak U runep-
ramkemua [97, 137]. Tunokanbumemus npeacraensieT coboi
He3aBMUCUMBIV MpeauKTop HebnaronpusTHOrO Mcxoga He-
OHaTasnbHOro cencuca, Kak HeCOMHEHHOE [L0Ka3aTeslbCTBO
HeobxoaMMOCTH ee CBOEBPEMEHHOW KOPPEKLIMK Yxe B nep-
Bble MuHyTbl Tepanuu CLI [64, 102, 184]. 3o ocobeHHo
BA)XXHO, MOCKONbKY MpU runoKanbumemMun 3 deKTUBHOCTb
KapAMOTOHUYECKUX CPEACTB, KPOMe CEpAEeYHbIX MMKO3UA0B
(kop, ATX CO1C), 3HaunTensHo Hike [102].

Ta6numua 12. CytoyHas NnoTpebHOCTb B KMUAKOCTU Y HOBOPOXKAEHHBIX B 3aBUCUMOCTM OT CPOKA recTalym 1 MOCTKOHLENTyanbHOro BO3pacTa,

Mn/kr [89]

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

[eHb xu3hn / Days after birth

Cpok rectaumm / Gestation

| 2 | 3 4 5
JloHoLeHHbIn / Term 40-60 50-70 60-80 60-100 100-140
HenoHoweHHbIi >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
HenoHowweHHbI <1000 r / Preterm <1000 g 80-100 100-120 120-140 140-160 160-180

MepexonHas dasa / Transition phase: 140-170

®a3a ctabunusaumm / Stabilization phase: 140-160

D0I: https://doi.org/10.17816/PED1545-53
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3.1.3. F'eMogMHaMmMyecKkas nogaepikka

[lns ycTpaHeHWs TMMNOBOSIEMUM Y AOHOLUEHHBIX HOBO-
poxaeHHbix ¢ CLLU B nepBbIi Yac Tepanuu pekoMeHAyeTcs
UCMoNb30BaTh HaTpuii xnopug (kog ATX BO5XA) — 0,9 %
pacTBOp WAW 3NEKTPOSIUTHbIE PacTBOpbl B KOMOMHaLmM
(kop, ATX BO5XA30) B MaKcumarbHoM obbeme 60 Mn/kr — 6o-
mocHoe BBefieHve o 1020 mn/kr 3a 5—10 MuH [33, 64, 120, 149].

YpoBeHb ybeauTenbHOCTU pekomeHpaumnii C (ypoBeHb
J0CTOBEPHOCTU J0Ka3aTeNlbCTB — 9).

KomMeHTapuiA. lMpuunHa runosoneMumn npu cencuce —
3KCTpaBa3aLms KMAKOCTU Ha QOHEe CUHAPOMA KanuNSpHOM
YTEUKM, NepepacrnpefeneHe Npy BasoAunaTaLmm, Heocta-
TOYHOE MOCTyneHne Ha GHoHe KMLLEYHON HeJ0CTaTouHOCTH
WNKU HeafeKBaTHoro notpebnenms. VMHby3unoHHas Tepanus
NpOM3BOAMTCS ANs BbICTPOro BOCCTAHOBAEHWS ONTUMabHOM
nepdy3un TKaHel 1 COOTBETCTBYIOLLLEr0 recTaLMOHHOMY BO3-
pacTy apTepuanbHoOro AaeseHus [64].

LieneBbiMM TOYKaMW NepBOro 4Yaca MPOTMBOLLIOKOBOM
Tepanuu SBNAIOTCA: BOCCTAHOBMEHWE (M3MONOTNYECKOro
HEBPOJIOrMYECKOro CTaTyca, NosBEHUe Nynbca Ha nepude-
PUYECKUX apTepUsX, BPEMS KanMMNIIPHOTO HanosiHeHus <3 c,
yacToTa CepAeyHbIX COKPALUEHWIA U cpefiHee apTepuanbHoe
OaBneHue B npefenax BO3PacTHbIX pedepeHCHbIX 3Haye-
HUiA, auype3 Bonee 1 MA/Krxyac, CHUXEHWe KOHLeHTpaLmmu
NaKTaTa, pasHuLa Mexny npedyKTanbHoW M MOCTAYKTaNb-
Hon Sp0, <5 %, ScV0, >70 %, SVCflow > 40 Mn/KrxMuH,
CU > 3,3 n/Mun xM? [64, 126]. Mpn OTCYTCTBUAM BO3MOXHOCTU
u3MepeHus CB KIMHUYECKMM NpOSBIIEHUEM NEPErPY3KU KU -
KOCTbIO, YKa3biBalOLLMM Ha HeobXOAMMOCTb ee OrpaHuyeHus,
SBNAOTCA NPOrpeccupoBaHie AblxaTeNbHOWM HeOCTaTOYHOCTH,
yBeNINYeHne NoTpebHOCTM B KMCIIOPOAE, MOSIBIEHNE BAAXKHbIX
XPUMOB MPU yCKyNbTaLMM JIETKWX, HaMume U3MeHeHWN B Na-
peHxuMe nerkux npu Y3U n/unv renatomeranuu [87, 184].

* Y HOBOPOX[AEHHbIX C OYeHb HM3KOW MaccoW Tena pe-
KOMeHJyeTcs He npeBbillaTb 06bEM BONEMMYECKOI
Harpy3kv B nepsbld yac Tepanum CLU 6onee 30 mn/kr
(6ontocHoe Beeaenune no 10 mn/kr 3a 20 MuH), a y peTeit
C 3KCTpeMasbHO HU3Koi Maccoii Tena (JHMT) — 20 mn/kr
(6ontocHoe BBepeHue no 10 Ma/kr 3a 30 MuH) [33, 64,
120, 149].

YpoBeHb ybeauTenbHOCTU pekomeHpaumnii C (ypoBeHb
LOCTOBEPHOCTU [0Ka3aTeNbCTB — 9).

KomMeHTapuit. boicTpoe BBefieHMe 3HAUUTESbHbIX 06b-
€MOB JKMIKOCTU Y HEe[0HOLIEHHbLIX HOBOPOXAEHHBIX MOXET
MPUBECTU K Pa3BUTUI0 BHYTPUIKENYA0UKOBOTO KPOBOM3MMNSA-
HWs, B TO BPeMs KaK MPOAOIKUTENbHas runonepdysms ro-
NIOBHOTO MO3ra NpW HEeCBOEBPEMEHHO BOCMOJIHEHHOM 06b-
eMe LIMPKYMpYIOLLEN XMOKOCTU ABNseTCA (aKToOpoM pucKa
MEePUBEHTPUKYNAPHOM NerkoMansaumm [33, 64, 120, 124, 149].

+ HoBopoxaeHHoMy ¢ cencucoM npu cuHapome Manoro CB
C LieIblo KOPPEKLMY reMOLIMHAMUYECKUX HapYLLIEHWI peKo-
MeH/yeTCsl Ha3HayeHWe KapAMOTOHUYECKMX CPeCTB, Kpo-
Me cepLeyHbIx rnko3naos (kog ATX CO1C) [36, 90, 185].
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YpoBeHb ybeaMTeNbHOCTM peKoMeHzaumii B (ypoBeHb
[LOCTOBEPHOCTU A0Ka3aTenbcTs — 1).

KomMeHTapuit. MonydeHbl AaHHble, CBUAETENLCTBYOLLME
yto gonamuH (B fo3e 5—20 MKr/Krx MuH) (Kog ATX CO1CA04)
1 anuHedpuH (B mo3e 0,1-0,4 MKr/Kr x MuH) (kog ATX CO1CA24)
00nafalT ofMHAKOBOW 3PHEKTUBHOCTLIO M NO3BONAKOT A0-
CTWYb CTabunmsaumm cocTosHus B nep.blid yac Tepanum CLL
[36, 185].

[lo3bl NeKapCTBEHHbIX MpenapaToB Ans reMoauHaMuye-
CKOW MOAAEPKKM NpeacTaBneHsbl B Tabn. 13.

+  HoBopoxzeHHbIM ¢ pedpakTtepHbiM CLL ¢ Lenbto noBbiLLe-
HWs YyBCTBUTENIHOCTY PELIENTOPOB K KaTexonaM1HaMm pe-
KOMeHJyeTCs Ha3HaueHe KOPTUKOCTEPOM0B CUCTEMHOIO
penctaus (Kop ATX H02) — nekcamerasoHa (no 0,5 Mr/kr
Kaxable 2—6 4) (kog, ATX H02AB02) unu ruipoKopTM30Ha
(no 1-2 mr/kr kaxgble 6 4) (kog ATX C05AA01) [8, 12].
YpoBeHb ybeauTenbHOCTM pekoMeHpaumii C (ypoBeHb

[OCTOBEPHOCTU [0Ka3aTeNbcTB — 5).

KomMeHTapui. Bbicokuii puck abcontoTHOM Haanoyeuy-
HWKOBOW HELO0CTAaTOYHOCTM WMEOT AeTU C YNbMUHAHTHOI
nyprypon, cuHapoMoM YoTepxayca—PpuaepukceHa, npu pa-
Hee MPOBeJEHHON Tepanuu KOPTUKOCTEPOUAAMI CUCTEMHOIO
peicteua (Kog ATX H02), a TarkoKe Npy HAaMYMK XPOHUYECKON
naTonorMu 3HAOKPUHHOW cucTeMbl. OgHaKo cnefyeT yuuThl-
BaTb, YTO MOKAa3aHWA K Ha3HAYeHU0 KOPTUKOCTEPOUAOB CU-
cTeMHoro fencteus (kog ATX HO2) npu CLU y peteit kpaiiHe
NPOTUBOPEYMBLI, MOCKONbKY MX MPUMEHEHWE MOXET CTaTb
MPUYMHOIA yBeNnYeHUs netanbHocTy [28, 175]. Mpu otcyTcTBMmM
noATBePXAeHHON abCcoNoTHOW HaANoYeYHUKOBON HepocTa-
TOYHOCTU ruapoKopTH3oH (Ko ATX CO5AAQ1) B cTpecc-ao3e
HeobXoMMO HasHauaTb TONbKO Npu pedpakTepHoM CLU [43].

3.1.4. PecnupaTopHas nopgepxka
+  OKcureHoTepanuio y HOBOPOXLEHHBIX C CEMCUCOM peKo-

MeHZyeTcs UCrob30BaTh B KaYECTBE METofa pecnmparop-

HOW NOAAEPIKKM NePBOM IMHUW Ha 3Tane nepBUYHON CTa-

Bunn3aLmmn coCTOSHMA M KaK MoAAepXMBaloLLYI0 Tepanuio

MpU PecnMpaTopHbIM AUCTPEecCe JIErKoW cTenenu [64, 184].

YpoBeHb ybenuTeNbHOCTM peKoMeHAaumii A (ypoBeHb
[LOCTOBEPHOCTY A0Ka3aTenbcTs — 1).

KommeHTapwmii. lpoBeneHne oKcureHoTepanuu onpas-
[aHO NMPU HanWMuuM OCTPOIA TUMOKCUM CMELLaHHOro reHesa
Ha 3Tane NepBMYHON CTabUAM3aLMM COCTOSHUA U KaK MeTof,
YCTPaHEHUSA TMNOKCEMUM IETKOM U CPEAHEN CTENEHU TAXKECTH
Y MaLMEHTOB C PecnMpaTopHbIM AUCTPECCOM JIErKOM CTeMneHu
[64, 185]. MpoBeaeHne OKCUreHOTEpanuy BO3MOXHO C Mo-
MOLLbI0 CaMbIX Pa3fUYHbIX YCTPOMCTB, Haubonee 3hdeKTUB-
HbIMYW W3 KOTOPbIX ABNSIOTCA Ha3asbHble KaHoNM Ans nojaym
KMCNOpOAA NMPW WUCKYCCTBEHHOW BeHTUNAUMK nerkux (UBJT)
C MOCTOSAHHBIM MONOMKUTENbHBLIM AasnieHneM (CPAP).

MokasaHus: 1) runokcemns (Pa0,< 60 mm pt. cT,,
Sp0, < 93 % Ha doHe AbixaHMA aTMOC(HEpHbLIM BO3AYXOM);
2) aHeMWS TSKENON CTeNeHM; 3) CMHAPOM Masioro cepLeyHo-
ro Bbibpoca (Mpy 0TCYTCTBUM SBNEHMIA KapAMOTreHHONO LLOKA).
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Tabnuua 13. VHoTponHble M Ba30MpeccopHble npenapartbl, Ucnosb3yemble B HeoHaTonorum [90]

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

CrapToBas [03a, | [lnana3oH 003, TwuTpoBaHue, OTMeHa,
Noenapar / Dru MKT/KI X MUH [ | MKI/KE  MAH / 5-15 MuH / 5-15 MuH / MobouHble addexTbl /
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
[obyTamuH, 2. i36eratb npuMeHeHns npu obCTpyK-
Kop ATX CO1CA07 / 2550 25100 2550 2550 LMV BBIHOCALLMX TPAKTOB XeNyAoY-
Dobutamine, T ' ' T T KoB /
code ATC CO1CA07 Avoid in cardiac outflow tract ob-
structions
1. Taxukapams / Tachycardia
2. YBennyeHue Harpysku Ha oba
KENyL04Ka 3a CYET MOBbILLEHMS CU-
CTEMHOIO 1 JIETOYHOr0 COCYAMCTOrO
conpotuBnenus / Aggravates stress
to both ventricles due to increased
JllonamuH, afterload
Kop ATX CO1CAQ4 / 20-10.0 2 0-20.0 2550 10 3. Mpu ucnonb3oBaHuM B fo3e
Dopamine, ' ' ' ' e ' 10 MKT/KF X MUH MOXKET CTaTb Npu-
code ATC CO1CAQ4 UMHOW MPaBO-NIEBOrO LUYHTUPOBAHUA
KpOBM Ha YpOBHe apTepuasnbHOro
npotoka / At = 10 pg/kg/min, may
cause right to left ductal shunt
4. YMeHbLUeHMe 3G HeKTMBHOCTU
Nnpy A7MTEbHOM NpUMeHeHuH /
Reduced efficacy with long-term use
1. Tunepravkemus / Hyperglycemia
2. Tvnepnaktatemus / Hyperlactatemia
3. Taxukapaus / Tachycardia
InuHedpuH 4. MoxeT yBenM4umBaTh n0T/pe6neHV|e
) Kucropoaa MMOKapoM
o gggr‘fﬁ:“ ATKT " 0,02-0,05 0,005-0,2 0,02-0,05 002-005  May increase myocardial oxidative
: stress
code ATC CO1CA24 5. Mi36eratb npuMeHeHUs npu obCTpyK-
LM BBIHOCSILLMX TPAKTOB JKEeNya04-
ko / Avoid in cardiac outflow tract
obstructions
1. Taxukapams / Tachycardia
ESEBA”TM)I(-I eC%%XUB / 2. YxynweHve nepdy3um TKaHen 13-3a
Norepinephrine 0,01-0,04 0,04-1,0 0,02-0,04 0,02-0,04 Ba30KOHCTpuKLyK / Deterioration of
! tissue perfusion due to vasoconstric-
code ATC CO1CA03

tion

lpoTuBoOnOKasaHus: 1) yrHeTeHWe CO3HaHWS [0 YpOB-
HAl KOMbI; 2) NPOrpeccupyloLLas apTepuanbHas rMnoTeHsus;
3) cenmuueckuii Wwok; 4) otHowwenne Pa0,/Fi0, <300 mM pr. cT.;
5) LekoMneHCMpOoBaHHbIA aumao3 Nboro reHesa (pH <7,25);
6) LEKOMMEHCUPOBAHHbIN PECTIMPATOPHBIN anKano3

CrapToBble napaMeTpbl OKCUreHoTepanuu C Ucrnosb3o-
BaHMEM Ha3asbHbIX KaHIOMb BbICOKOTO MOTOKa: TeMnepartypa
KicnopoaHo-Bo3ayLwHomn cmecn 34-37 °C; Fi0, — 0,4-0,6 ana
nopaepxanua Sp0, — 92-95 %; ckopocTb notoka — 1 n/kr.

Mpu nNporpeccupoBaHuKM [pbIXaTeNlbHOW He0CTaTOYHOCTY
CnefyeT YBeNUUUTb CKOPOCTb NOTOKA Ao 2 n/Kr. B Kayectse
nocrefHero pesepsa BO3MOXHO yeenuyerue Fi0,. [pu oTcyT-
ctBum 3addeKTa u fanbHelileM NporpeccMpoBaHM 0CTPOro
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pecnupatopHoro auctpecc-cuiapoma (OPAC) cnepyet uc-
MoNb30BaTb HEWHBA3WUBHYHK UM MHBa3uBHYI0 MBJI.

« HoBopoxpenHoMmy ¢ cencucoM, CLU v OPLC Tsxenoi
CTeneHu peKkoMeHAyeTcs NpoBefeHWe MHBa3nBHo VBJ
C LieMblo YCTPaHEeHWUS MMEIOLLMXCS HapyLLeHWU ra3oobmeHa
[62, 178].
YpoBeHb ybenuTeNnbHOCTM peKoMeHpaumii A (ypoBeHb
[0CTOBEPHOCTU [0Ka3aTenbcTs — 1).

KomMeHTapui. HecMoTps Ha To 4TO B HacTosiLlee Bpe-
MSl OTCYTCTBYIOT paHLOMWU3UPOBAHHbIE KOHTPOUPYEMbIE
UCCnefoBaHMs, CBMAETENbCTBYHOLME O HeobxoauMocTy
0bs3aTeNbHON MHTYDaumn Tpaxeu u nposeaeHus MBI n ux
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3 EeKTMBHOCTM, HECOMHEHHO, YTO HaNIMYME KULKOCTHO-

pesucteHTHoro CLU saBnsetcs abcontoTHBIM MOKasaHWEM

ONs NPOBELEHUS UHBA3WBHOM PecnMpaToOpHOM MOALEPHKKM.

370 CBSA3aHO C TeM, YTO Y JaHHOM KaTeropum naum1eHToB UMe-

eTcA BbICOKMA puck nporpeccupoBanna OPAC m cuHppoMa

MOSMOPraHHOW HeLOCTaTONHOCTU Ha (OHEe MMMOKCUM, BbICO-

KOW MHTEHCMBHOCTW MeTabonuaMa, naktaT-aumaosa 1 nepe-

TPY3KM KMOKOCTbIO, HeratuBHble 3MdEKTbI KOTOPbIX MOryT

ObITb HMBENMPOBaHbl Ha (POHE arpeccUBHOM PeCnMpaTopHOi

nonaepxku [64, 184]. CnepyeT oTMETUTB U TO, YTO [AaHHbIE

PEHTIEHOMOMMYECKOr0 UCCIIeA0BaHuS, NOATBEPKAAIOLLME Ha-

nnume OPJIC, o4eHb 4acTo «OTCTalOT» OT KIMHUYECKOW Kap-

TWHbI MPOTPEcCUPOBAHMA MATOSIOFMYECKOro MpoLecca, YTo

MOXXET CTaTb MpUuYMHOM no3gHero nepesoga Ha WBJ, korpa

HebnaronpusaTHoe TeueHue OPLC bymet yxe nmpaKTM4ecKu

HeobpaTUMbIM [64].
lNokasaHus ans uHTyb6aumm u nHBasmeHon VBJI:

1) cenTMyecKui LoK;

2) paccTpolicTBa CO3HaHWSA Ha OHe NPOrpeccMpoBaHms
TUNOKCEMUM (3KBUBANIEHTOM 3TOT0 MOXKET ObiTb Bbl-
paxeHHoe BecroKoMcTBO);

3)  UMaHO3 U BbIPAKEHHBIA MMNEPrUAPO3 KOXM;

4)  cToHywee AbixaHue;

5) Bblpa)KeHHoe TaxunHo3 (>70/MuH), ocnabnexue abl-
XaTesbHbIX LUYMOB NpY ayCKyNbTaLuW NErkux;

6) BblpaxeHHas runokcemus (Pa0, <60 MM pr. cT.);

7) BblpaxeHHas runepkanHua (PaCO, >60 MM pr. cT.);

8) [eKOMMEeHCUPOBaHHbIA PecnupaTopHbIA  ankanos
(PaC0, <25 MM pr. cT.);

9) cHuxenmne PvO, MeHee 30 MM pT. cT.;

10) cHmxenmne Sv0, Menee 60 %.

+ B KkauectBe npenapartos Bbibopa 451 cefaunm U aHanb-
resum BO BpeMs WHTYbauuuM Tpaxeu y HOBOPOKIEH-
Hbix ¢ cencucoM u CLU pekoMeHpyeTcs ucnonb3oBaTh
mupasonam (kog ATX NO5CD08) u deHtanun (kop ATX
NO1AHO1). ®entanun (kog ATX NOTAHOT) cnegpyet BBo-
AVTb HebonblmMMm Bonocamm B fo3e 1-2 MKI/Kr B Teye-
Hue 60 c [64]. [TpuMeHeHUs aHKcnonuTuKoB (Ko ATX 05B),
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CHOTBOPHbIX M CELATUBHBIX CPEACTB AJIMTENBHOIO Aeii-

ctBus (koa ATX 05C) ¢ BblpaKeHHbIM KapAvoaenpeccuB-

HbIM 3 deKTOM cnepyeT usberatb [64, 98, 122, 169].

YpoBeHb ybeauTenbHOCTU pekomeHpaumin C (ypoBeHb
[OCTOBEPHOCTW [0Ka3aTeNbcTB — 5).

KoMMeHTapuid. VHoyKumus aHecTesun ans uHTybaumum Tpa-
Xen y HoBopoxaeHHbIX ¢ CLL oueHb YacTo conpsikeHa c ap-
TepuanbHOW rMNoTeH3Nel, HeCTabMIbHOCTBI0 reMOAMHAMMKM
1 PasBUTUEM OTEKaA JIErKUX Ha (DOHE CUCTONO-AMACTONMYECKOI
IMCOYHKLUMM MUOKapLa, MO3TOMY NpeanoyTUTeNIbHee MUCMosb-
30BaTb KOPOTKOLEMCTBYIOLLME JIeKApPCTBEHHbIE CPeacTBa —
tenTaHun (Kog ATXNO1AHO1), Mupasonam (kog ATX NOSCDO08).
[lns npenoTBpaLLeHns reMoMHaMUYECKUX HapYLLEHWI nepes,
WHOYKUMEN aHecTesWM OnpaBAaHO Ha3HaueHWe KapamoTo-
HUYECKMX CPEeLCTB, KPOME CepAeYHbIX MMKo3uaoB (kog ATX
CO1C). Ina aHanresun nyywe BCEr0 MCMofb30BaTh (eHTa-
Hun (kog ATX NO1AHO1), ocobeHHo y aeTeit MajLLero Bo3-
pacTa, MOCKOJIbKY OH OKa3blBaeT MUHMMAJIbHOE BAMUSHME Ha
remMoMHaMMYeCKWI CTaTyC naumeHTa [64, 98, 122, 161, 169].

[lo3bl npenapatoB, MCMoNb3yeMbIX )i NpeMeAnKaLmmn
nepen WHTybaumen Tpaxeu, NpefcTaBeHbl B Tabn. 14.

Y HosopoxaeHHbix ¢ CLU, Hyxpatowmxcs B VBJ1, pe-
KOMeHJyeTcs MCMofib3oBaTb 00beM BAOXa, COOTBET-
CTBYIOLLMIA HUMKHEN TpaHMLe BO3PaCTHbIX pedepeHTHbIX
3HaueHun — 5—8 MN/Kr B 3aBUCMMOCTM OT OCHOBHOIO 3a-
boneBaHWa U KOMNaneHca apixatensHon cucteMsl [171].
YpoBeHb ybeauTeNbHOCTU pekoMeHpauuini A (ypoBeHb

[I0CTOBEPHOCTU [l0Ka3aTesibcTB — 1).

KomMeHTapuii. lNpn nposeseHumn nxsasmsHoii VIBJ1y Ho-
BOPOXAeHHbIX ¢ cencucoMm u CLU cnepyeT nsberatb ucnonb-
30BaHWA [bIXaTesbHbIX 00bEMOB, MPEBLILLAILLNX BEPXHIOK
rpaHuLly BO3pacTHbIX pedepeHcHbIX NoKa3aTeniel, NOCKob-
Ky 3TO MOXET CTaTb MPUYMHOW BTOPUYHOrO MOBPEKAEHMS
NErkux, rMNepBeHTUNALMM, TUMOKANHWUK, CUCTEMHOTO Ba3o-
cnasMa M reMofMHaMUYeCKUX HapyLLeHWUH, KIMHUKO-nabo-
paTopHbIM NpOSiBNIEHNEM KOTOpbIx byaeT apTepuanbHas ru-
MOTEH3MA M NPOrpeccupytoLLmiA nakTaT-aumao3 [171].

Tabnuua 14. lpenapatbl, Mcnonb3yemble Ans NpeMeayKaLmi C LeNbio MHTybaumm Tpaxem [122]

Table 14. Premedication for nonemergent neonatal intubation [122]

[losa ans BHTYpu-

Hauano pencrsus,

MpopomxuTent- Mo6ouHble adeKTbl /

Mpenapart / Drug BEHHOro BBeJeHus / MiH / Onset. min HOCTb AeiicTBYA, Adverse effects
Intravenous dose muH / Duration, min
ApTepuanbHas runoTeHsus, anHos,

(enTanin, 1—=4 MKr/Kr HeMmepanenHo / PUrMOHOCTb FPYAHON KNEeTHM /
ko ATX CO1CAD3 / [33] Immediatel 30-60 Arterial hypotension, apnea, chest wall
Fentanyl, code ATC CO1CA03 y yP o d'ityp '
Munasonam, AnHo3, apTepuanbHas runoTeHsus /
Kop ATX NO5CDO08 / 0,05-0,1 Mr/xkr 1-5 20-30 A ,nea Arterial hypotension
Midazolam, code ATCNO5CDO08 pnea, yp
Pokyponus 6pomug, BpoHxocnasm, yBennyeHue conpo-
Koz, ATX_M[]3AC[]9_/ 0.5-1.2 Mr/kr 1=2 20-30 M TUBJIEHUs! B MaJiOM Kpyre K_posooﬁpa—
Rocuronium bromide, weHus / Bronchospasm, increased
code ATC MO3AC09 pulmonary vascular resistance
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» Y HoBopoxaeHHbix ¢ CLU n TsxensiM OPLIC pekomeH-
JyeTcs nowarosoe ysennyeHue yposHs PEEP po 10 cm
H,0 noa KoHTponeM nokasaTesied remMofMHaMUKK
u okeureHauuu [171].

YpoBeHb ybeauTenbHOCTU pekoMeHpaumnii C (ypoBeHb

LO0CTOBEPHOCTU [0Ka3aTeNbCTB — 9).

KomMeHTapuiA. Mcnonb3oBaHne MONOXWUTENBHOTO AaB-
NeHUs B KOHLIE BblJ0Xa MO3BOMISET YBEMUMTb CpefHee AaB-
NeHWe B JpbIXaTeslbHbIX MyTAX, pacnpaBuTb KoNnabupoBaHHble
anbBeosibl M yNyYLWNTL OKCUreHaLmto 6e3 yBennyeHus cofep-
XaHWSA KUCMOpOLia BO BAbIXaeMoli cMecH. B HacTosiLee BpeMst
HET HM OJHOTO UCCNEeLJ0BaHNS, PEKOMEHAYIOLLEro abcomioTHbIN
MoKa3aTesb BENMYMHbI MOSIOXUTENIbHOTO [ABMEHNS B KOHLE
Bblgoxa y aeten ¢ OPJC. B KauecTBe CTapTOBOW BEMUMHBI
LienecoobpasHo 1cnonb3oBaTh yposeHb 6 cM H,0 y naunexTos
C nocnefytoLmM nog60poM onTUManbHOTO YPOBHS, UCXOLSA U3
cTeneHu BblpaxeHHocTu runokcemenn [10, 69, 163, 164, 166].

« [lpn nposepeHnn UBJ1 y HOBOpOMAEHHbIX C CEMCMCOM
u CLL uenesble nokasatenn Sp0, pekoMeHayeTcs noj-
LepxuBaTh B AnanasoHe 92-95 %, a caTypaumm LeH-
TpanbHOM BEHO3HOM KpoBM — B npegenax 65-75 %
[10, 70, 164, 166].

YpoBeHb ybeaMTeNbHOCTU pekoMeHpauuii A (ypoBeHb

[0CTOBEpHOCTU AoKa3aTenbcTB — 1).

KommeHTapwmii. Mpu npoeeseHnn UBJTy HOBOpOXKAEHHBIX
c cencucom, CLU v OPLC cnepyet cTpemMuTbCa AOCTMYL Lie-
neBbIX NOKa3aTeseil ra30Boro cOCTaBa KPOBM M OKCUTeHaLWW.
Mpu Hannuum y naurenta OPLC nerkon u cpeaHeii cTenexu
TSKECTU, Koraa ucnonb3yeman BennumHa PEEP He npesbi-
waet 10 cM H,0, nokasarenn nynbCOKCUMETPUM 1 caTypaLmm
LieHTPabHOW BEHO3HOM KPOBM LOMKHbI ObITh B NMpefenax
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pedepeHCHbIX NOKa3aTenel, XoTa B HaCTOsLLEe BpeMs OT-
CYTCTBYIOT ybeauTenbHble [OKa3aTeNnbCTBa, CBUAETENbCTBY-
loLLMe, YTO YMydlleHWe OKCUreHauuu crocobcTsyeT bonee
bnaronpuatHomy mcxoay [70, 171].

B HacToslLLee BpeMs HelOCTAaTOYHO [L0Ka3aTeNnbCTB, Mo-
3BONAOLLMX PEKOMEH[L0BATh KOHLENLUMIO NMEPMUCCUBHON -
MOKCEMUM [JIA PYTMHHOM KIMHUYeckon npaktukm [70, 171].
Bce cTpaterun pecnupatopHoii NoaLepHKW LOMMHbI ObiTb
HanpaBneHbl Ha obecneyeHne afeKBaTHOW OKCUTeHaLMM TKa-
Hel Npy MUHUMM3aLMK BpaKLMM KUCIIOPOAA BO BAbIXaeMOiA
CMecu 1 napameTpoB MHBasuBHoW VIBJ1, nockonbky fonro-
CPOYHble HEBPONOTMYECKUE UCXOAbl MPU MCMOSb30BaHUM
KOHLIeNLMM NEePMMCCUBHON TUMOKCEMUM B HACTOSLLLEE BPEMS
He M3y4eHbl U Bpauu JOKHbI YETKO OLEHMBATb BCE UMEHD-
LLIMECH PUCKM B KOHKPETHOW KNMHUYecKom cutyaumn [70, 171].

+  Wcnonb3oBaHue KoHLENUMN NEPMUCCUBHON FUMEPKamNHUM
Yy HOBOPOXK/EHHbIX C cencucom u CLL pekomenayeTtcs npu
Tsenom TedeHun OPLIC ¢ Lenblo MAHMMM3aLMK BEHTU-
NIATOP-accoUMMpoBaHHOr0 noBpexaeHns nerkux [70, 171].
YpoBeHb ybepuTenbHoCTM pekoMenpaumii C (ypoBeHb

[LOCTOBEPHOCTW [0Ka3aTeNbcTB — 5).

KoMMeHTapuit. lpumeHeHWe KOHLENLMM NepMUCCUBHON
rUNepKanHuu B PYTUHHONM KJIMHWYECKON MPaKTUKe ABNSET-
CS XKM3HecnacaloLLen cTpatervei U HampaBAeHo Ha MUHU-
MU3aumMi0 napaMeTpoB MHBa3uBHoM WBJ1 ¢ uenbto npefot-
BpalleHUs BEHTUNSTOP-MHAYLMPOBAHHOIO MOBPEXAEHUS
NErkux, X0TS OHO3HAYHOE MHEeHWe 0 ee 3IQPEKTMBHOCTM
1 Be3omacHocTK B HacTosLLee BpeMs OTCYTCTBYET, YTO 0CO-
BeHHO cnaBepsMBO 1S HELOHOLIEHHBIX HOBOPOXAEHHbIX
[63, 69, 132, 166]. CtapToBble NapaMeTpbl MHBa3MBHOM MBI
B 3aBMCMMOCTW OT OCHOBHOTO 3abosieBaHMs NpeLCTaBieHbl
B Tabn. 15.

Ta6numua 15. CtapToBble napameTpsl MHBa3vBHOM UBJT B 3aBMCMMOCTYM OT 0CHOBHOTO 3abonieBaHus [13]
Table 15. Initial parameters of invasive control mechanical ventilation depending on the underlying disease [13]

OcobeHHOCTV cOCTOSIHUS NauueHTa /
Features of the patient’s condition

CrapToBble napametpsl VBJ1 /
Starting parameters of CMV

LleneBble nokasaTenu rasoBoro coctaBa Kposw /
Targets blood gas composition

He0HOLLEHHBIN HOBOPOXAEHHBIN,
nepBble CeMb [IHE U3HH /
Premature newborn, first seven days of life

HepoHOLLEHHBI HOBOPOXAEHHBIN, bonee
ceMu [Helt 3u3Hu / Premature newborn,
more than seven days of life

CWHApPOM acnupaumm MeKoHUs be3 neroy-
HoVi runepTeHsun / Meconium aspiration
syndrome without pulmonary hypertension

MepcucTupyioLLas NeroyHas runepTeHsms /
Persistent pulmonary hypertension

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

tnsp = 0,35-0,45 ¢ / s

V.= 6-7 mn/kr / ml/kg

PIP=15-25cM H,0/ cm H,0
PEEP = 4—6 cM H,0 / cm H,0
f=40-60/muH / 40-60 per min
t.,=04-05¢c/s
V, = 4—6 mn/kr / ml/kg
PIP=15-25cM H,0 / cm H,0
PEEP = 5-8 cM H,0 / cm H,0
f=40-60/MuH / per min
tns;=0,35-0,45¢/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
N36eratb cHeHust pCO, <35 MM pr. cT. /
Avoid reducing pC0, <35 mm Hg!
Sa0, = 91-95 %

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

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

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

+ [puMeHeHne oKcupa a3oTa y HOBOPOMAEHHBIX C CENncu-
coM u CLLI pekoMeHAayeTCs Npy HanMuUM CTOMKOI ped-
PaKTEpHOI TMNOKCEMUM U NIEFOYHON TUNEpTEH3UK. PyTUH-
HOe MpUMeHeHWe He pekoMeHayeTces [55, 72, 179].
YpoBeHb ybeputenbHocTM pekomeHpaumnii C (ypoBeHb

[0CTOBEPHOCTU [0Ka3aTenbCTB — 9).

KomMeHTapuiA. [puMeHeHre OKc1aa a3oTa 'y HOBOPOXK/EH-
HbIX ¢ cencucoM 1 CLL HeonpaBaaHHO, MOCKONBKY MpM cencuce
OTCYTCTBYET NEPBUYHOE MOPaXKEHWE IEr0YHON apTepuy C passu-
TWEM NeroyHom runepteHsni. OaHaKo A0CTaTO4HO YacTo cencuc
BO3HWMKAET Y He[LOHOLLEHHbIX HOBOPOXEHHBIX, JETEN C BPOXK-
LEHHbIMW MOPOKaMM cepaua M BpOHXOMEroYHom aucnnasued,
Y KOTOpbIX MPUMEHEHWE WHransAumii OKCuaa asota MOXET ObiTb
OMpaBLaHO C LieJIbK0 YCTPaHEHWs BTOPUYHOM NIErOYHOM rvnep-
TeH3uu. [IpuMeHeHe MHranALMA OKCMpa asoTa LenecoobpasHo
TOJbKO Y A€Tel C [JOKa3aHHOM JIEro4Hoi rynepTeH3unei, Ham-
YMEM TSHENON AUCHYHKLUMM NPaBOro KeNy[oyKa U BbICOKOM
pU1CKe pa3BUTUA DpoHXoNero4Hom aucnnasmm [55, 72, 1791,

3.1.5. HytputusHasa noapepxka
HyTpuTMBHas nopfepKa Y HOBOPOXAEHHbIX C CENCUCOM

u CLL sBnsieTcs HEOTHEMIEMOI COCTABNSAIOLLEN MHTEHCUBHOM

Tepanuu HapaBHe C aHTUMUKPOOHOW Tepanuen, UHPY3UOH-

HOW, pecnupaTopHON NOAAEPIKKON U T. 4.

+ Pacuet notpebHoCcTM B 3HepreTUyeckux cybcTparax y Ho-
BOPOX[EHHbIX ¢ cencucoM u CLU pekoMeHpyeTtcs ocy-
LLECTBNIATb, MCXOASA U3 (asbl NaToONIOrMYeCcKoro npoecca
[111, 116].

YpoBeHb ybeautenbHocTM pekoMeHpaumii B (ypoBeHb

[0CTOBEPHOCTU [0Ka3aTenbCTB — 9).

KommMeHTapui. B octpyto a3y 3aboneBanus (Kputuye-
CKOE COCTOSIHWE) A0TaLMSA SHEPreTUUEeCKUX CybCTpaToB LOMK-
Ha obecreumBarb uUx NOTPebHOCTb B COCTOSHMM NOKoS. B a3y
cTabunmsauum ux KOMMYecTBO MOCTEMEHHO YBENMYMBAETCS
W JocTuraet apyx notpebHocTen u bonee B a3y BbI3AOPOB-
neHva ans obecneyeHns pocta u passuTis pebenka [104, 110].

Y HoBopoxzaeHHbIx ¢ cencucoM u CLU pekomenayetcs
paHHee 3HTepanbHoe nuTaHue [94, 132].
YpoBeHb ybeaMTeNbHOCTM peKoMeHAaumih B (ypoBeHb
[O0CTOBEPHOCTU [0Ka3aTeNbCTB — 4).

KomMeHTapuii. PaHnoMU3MpOBaHHbIE KNIMHUYECKME WC-
Cref0BaHus, MOCBALLEHHbIE BOMPOCAM MUTaHUA Y HOBOPOK-
LeHHbIX ¢ cencucoM u CLL, B HacTosiLLiee BpeMsl OTCYTCTBYHT,
0[JHaKO MMeeTCs [0CTaTOMHO MHOro paboT, CBULETENbCTBYIO-
LUMX, YTO paHHee 3HTepanbHOE MUTaHWE Y HOBOPOMKLEHHBIX,
0CO6EHHO HEJOHOLLEHHBIX C HU3KOW W 3KCTPEMAsbHO HU3KOM
Maccon Tenia, 06n1agaeT psnoM NpenMyLLECTB, K KOTOPbIM OT-
HOCATCS YMeHbLLEHWe BEPOSTHOCTM pa3BUTUS cencuca U Au-
TenbHocTh nedenns B OPUT u ctaumonape [94, 131].

CuexeHHoe rpyaHoe MOSIOKO peKOMEeHAYeTCs KaK onTu-
MarbHbIl CNOCO6 HYTPUTUBHOW NMOAJEPIKKM Y HOBOPOXK-
OeHHbIX ¢ cencucoM CLU npu oTcyTcTBMM nNpoTMBOMOKa-
3aHui [65, 104, 187].
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YpoBeHb ybeauTenbHOCTU pekomeHpaumin C (ypoBeHb
L0CTOBEPHOCTW [0Ka3aTeNbCTB — 4).

KomMMeHTapuit. PaHHee BBefieHUe rpyaHOro MoJoKa no-
3BONAET COKPaTUTb MPOLOSIKMTENBHOCTb NapeHTepanbHOro
nutaima (MMM) y He[OHOLWEHHbIX HOBOPOXAEHHBIX ¢ OHMT
1 3HMT c 3apep:KKOM pocTa Npu NO3LHEM CEMCUCE, YTO MO-
ET CYLLeCTBEHHO NOBAMUATL Ha HeOHaTasbHble ucxoAbl [104,
187]. I'pyaHOE MONOKO BBOAWTCA Yepes 30H[, Ha3oracTpasb-
HbliA/oporacTpanbHblii Kaxable 3 4 [65]. Mpu oTcyTcTBUN Ma-
TEPUHCKOr0 MOJIOKA 70 MOXHO 3aMeHUTb NacTepu30BaHHbIM
MOJIOKOM M3 HaHKa rpyHOro MOJIOKa MM AETCKUMM CMecsi-
MU. Ha HayanbHOM 3Tane 00beM aHTepanbHoro nutaHus (M)
coctaBnsieT 20—-35 MA/Krx cyT ¢ NOCTENeHHbIM pacLUMpPeHu-
eM no 120 mn/kr = cyt. Ha nonHoe 3[1 xenatenbHo nepeity
K 12-13-M cyTKam [65].

Y HoBopoXaeHHbIX ¢ cencucoM u CLU 3 pekoMeHpyeTcs
NpOBOAMTL Aae Ha QOHe NOCTOSHHOM UHGY3WUM Kapamo-
TOHMYECKUX JIEKAPCTBEHHBIX CPELCTB, KPOMe CepAeUHbIX
rivKo3ngoB (kog ATX CO1C) npu ycnoBum cTabusbHbIx no-
Ka3aTenei reMOAMHAMUKU W OTCYTCTBUM PUCKA ULLEMMU
KENyA04YHO-KULLIEYHOr0 TpaKTa Ha QOHe CUCTEMHOM MUno-
nepdy3smm [115, 138, 183].

YpoBeHb ybeauTenbHOCTM pekoMeHpaumii C (ypoBeHb

L0CTOBEPHOCTW [0Ka3aTeNbCTB — 4).

KommeHTapmid. CyluecTBylOT AaHHble, CBUAETENbCTBY-
towme o ToM, yto y peteii ¢ CLU, nonyyaBwmx KapamoTo-
HWYECKYH0 Tepanuio, UMEeeTCs BO3MOXHOCTb NpOBEAEHUSA
3l 6e3 yBenuyeHns noboYHbIX IQDEKTOB UM HKeyaou-
HO-KMLEeYHbIX ocnoxHeHun [183]. TpumeHenne rpynHoro
MOJIOKA, KaK KOMMOHEHTa HYTPUTMBHOM MOLAEPIKKU Y HO-
BOPOAEHHBIX C CENCUCOM CMOCOBCTBYET YMEHbLLEHWIO 103
KapLMOTOHMYECKUX CPEeLCTB, KPOME CepAeyUHbIX MIMKO31A0B
(kop ATX CO1C) 1 npoaomKuTeNbHOCTM FreMoaAMHAMUYECKO
nopaepxku [115]. Cnepyet oTMeTwTb, YTo paHHee M1 npw
MCMOMb30BaHWM BbICOKUX 03 KapAMOTOHUYECKUX CPEACTB,
KpoMe cepAeyHbIx rmko3naos (kog ATX CO1C), Bcerma co-
MPSIKEHO C MLLEMUEN KULLIEYHWKA U Pa3BUTMEM HEKPOTUYe-
CKOro aHTepokonuTa [138].

+ Ha HavanbHoM 3tane nedenus cencuca u CL y HoBo-
POXAEHHBIX peKoMeHAayeTcs Tpoduueckoe 3 ¢ nocte-
MeHHbIM ero yBenmyeHneM 0 nonHoro obbema [88, 138,
168, 181].

YpoBeHb ybeamuTenbHOCTM pekoMeHpaumii C (ypoBeHb

[L0CTOBEPHOCTW [0Ka3aTeNbCTB — 9).

KommeHTapuit. Tpoduyeckoe nutaHue HanpaBneHo Ha
noppepxaHue (GWU3N0NOTMYECKOr0 COCTOSHUA KULLIEYHN-
Ka [181]. Ero uenb — npepoTepalLieHre aTpodun CIM3NUCTON
000104KM 1 NoaLepxaHe MOTOpUKK. TpoduyecKoe NUTaHMe
MOCTOSIHHO CTUMYJIMPYET KULLEYHWK W CHUXaeT pUcK bakre-
puanbHON TPaHCNOKaLMK, 4To 0CODEHHO BaXHO Mpu cencuce.
lMoaTanHbIi noaxoA K paciumpenmto 31 coKpaLlaeT Bpems, He-
obxoauMoe NS AOCTUKEHWUS LieNei NeYeHus], U yMeHbLIaeT
PUCK pasBUTUA ULLIEMUM KWLLeYHMKa [88, 102, 138, 168, 181].
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Y HoBopoxaeHHbIX ¢ cencucoM v CLU MM ¢ uenbto gotaumm
HeobX0[MMbIX 3HEpreTUYecKUX CybCTpaToB peKoMeHAyeT-
cs BO BCeX C/yyasx, Koraa apeksatHoe 31 HEBO3MOXHO
[54, 88, 168].

YpoBeHb ybepuTenbHoCTM pekomeHpaumii C (ypoBeHb

AOCTOBEPHOCTM [10Ka3aTeNnbCcTB — 5).

KomMeHTapuid. Mo 3ToMy Bonpocy HyTpUTMBHOW Nof-
LEPXKY UccnefoBaHUs Y HOBOPOXAEHHBIX ¢ cencucom u CLU
otcytctBytoT. [Nl cnepyeT HasHavaTb, Koraa 31 HeBO3MOX-
HO WM NpoTuBOMNoKa3aHo. Bpems mHuumaumm MM goMmKHBI
ObITb MHAMBMAYanu3npoBaHo. lpu nposeaeHuu M cnepyet
COXPaHWUTb 3HTepasnbHOe BBEEeHMEe MOJIOKA, AaXe eciu yc-
BauBaeMblii 00beM MUHUMAaNEH, MOCKONbKY paHHee 3M1 rpya-
HbIM MOJIOKOM MOET YMEHbLUUTb BbIPaXEHHOCTb aTpoduu
CM3UCTON 000MOYKN KULLIEYHWKA W NpefoTBpaTUTL bakTe-
pWanbHyl0 TPaHCNOKaLMI, COKPaTUTb NPOLOMKUTENBHOCTD
MM [54, 88, 168]. MapeHTepanbHoe NuTaHWe NPOBOLMTCS
pacteopamu ans MM (kog, ATX BO5BA) B cyyae HeBO3MOX-
HOCTU J0TauMn HeobX0AMMOr0 1S recTalMOHHOro Bo3pacTa
YPOBHS MoTpebHOCTM B DeNKax, upax, yrneBoAax, NeKTpo-
nutax u obbema xuakoctn nytem 3. Ina MM ucnonb3ytoT:
amuHokucnoTol (kog ATX BO5BAO1), »upoBble 3Mynbcum
(kop ATX BO5BAO02), yrneBoabl (kog ATX BO5BAO3), pacteo-
pbl anektponuToB (Kog ATX B0O5XA) u npenapatbl KanbLms
(kop ATX AT2AA).

+  PyTuHHOe n3MepeHme ocTaToqHOro 06beMa enyaKa y Ho-
BOPOXAEHHBIX ¢ cenicucoM v CLL He pekoMeHpayeTes [176].
YpoBeHb ybeauTenbHocTM pekoMeHaaumi C (yposeHb Ao-

CTOBEPHOCTM [10Ka3aTeNbCcTB — ).

KomMeHTapuii. PaHLO0MKU3MPOBaHHbIE KIIMHUYECKUE UC-
CNefoBaHuUs, OLEHMBalLMe HeobxoAuMOCTb U3MepeHus
ocTaToyHoro obbema KenyaKa y HOBOPOXAEHHbIX C cen-
cucom n CL, B HacToswwee BpeMs otcyTcTBYHOT. ECTb BCero
JMLLb OJHO aHaNorMYHOEe MCCNe0BaHWe y JeTeid CTapLuero
BO3pacTa, e aBTopbl MOaratoT, YTo AaHHas MaHUMynaLmus
He sBNseTCA 0043aTeNIbHOM, NOCKONbKY He OKa3sblBaeT CyLue-
CTBEHHOTO BMIMSHUS Ha YacToOTy acnupaumu, TOLHOTHI U pBO-
Tbl [176]. Ha ocHOBaHMM HalLero KAMHWYECKOro OMbiTa Mbl
CYMTaeM, Yto nNpu cTabunbHOM COCTOSIHUW HOBOPOXAEHHOIO
U OTCYTCTBMM SIBHBIX KIIMHUYECKUX MPU3HAKOB AMCHYHKLMM
KT n3mepeHue ocTatouHoro 06beMa xenyaKa nepen, Kax-
LbIM KOPMJIEHUEM HEOMPaBLAHHO.
 [lpuMeHeHMe XMpOBLIX 3Mynbeuii (Kog ATX BO5BA02)

Y HOBOPOX[EHHBIX C CENCUCOM PeKOMeHAYeTcs Ha

(oHe cTabunnsaumm COCTOSHUS, perpeccMpoBaHUs

CW v npuemneMbix mokasaTteneil reMOAMHAMUKK Ha

(GOoHE MWHMMaNbHOM KapAMOTPOMHOW MOALEPHKKM

[110, 116, 187].

YpoBeHb ybeautensHocTM pekoMeHpaumin C (ypoBeHb
LO0CTOBEPHOCTU [0Ka3aTeNbCTB — 9).

KomMeHTapuit. B HacTosLLee BpeMs He[LOCTaTO4HO AaH-
HbIX, 4TOBbI 0AHO3HAYHO YTBEpPXAaTh 0 6e30MacHOCTU U 3d-
(EKTUBHOCTM MPUMEHEHWA XKMPOBbLIX 3aMylbcui (Kop ATX
BO5BA02) y HoBopoAaeHHbIX ¢ cencucoM u CLU, ogHako
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HeobxoaMMOCTb MX NpUMeHeHUs Ha doHe cTabunmnsaumm co-
CTOSHMA 1 B a3y BbI3A0POBNEHNS HE Bbi3bIBAET COMHEHWIA,
MOCKONbKY 370 obecneynsaeT opraHu3m pebeHka Heobxoam-
MbIMU 3HEPTeTUHECKUMU pecypcamm, ABASETCS 3a/10roM ero
pa3BuUTUS, BbI3LOPOB/IEHNA 1 BNaronpuUATHOro UCxoAa B OT-
naneHHom nepuoge [110, 116, 187].

3.1.6. IkcTpa- u MHTpaKopnopanbHasa Tepanus
OCHOBHbIMKM METOaMM 3KCTPaKOpMopanbHol Tepanuu

Y HOBOpOXAeHHbIX ¢ cencucoM u CLU aBnsioTca 3amecTu-

TenbHasa noveyHas Tepanus (31T): nepUToHeanbHbIN ananus,

npoaneHHble [(MPoASieHHbIN BEHO-BEHO3HBLIA FemMofuanus

(NBBrA)l / remodunbtpaums (MBBI®) / remoamadunbtpaums

(NMBBIA®)) u copbumoHHble MeTofbl 3KCTPAKOPMOpPasbHOM

reMOKOppeKLuW, Nna3mMoobMeH/nnasMadepes.
lpUMeHeHMe 3TUX METOAO0B MO3BONSET AOCTUYL CTabu-

NM3aUMM COCTOSHWA MauMeHTa MyTeM HopManu3auuu no-

KasaTenen romMeoctasa, KOppeKUMM BOLHO-3NEKTPOSIUTHBIX

HapyLUEHUA W CHUMEHWMS KOHLEHTpaUWW 3HAOTOKCUHOB

W LMTOKMHOB (B bonbLLel cTeneHn copOLMOHHbIE METOAUKY),

3anycKawLWwux 1 NofLAepHKUBALLMX LieNb PeaKuui cenTu-

YecKoro Kackafa. TOUKOM MPUIIOKEHNS TaKUX METOL0B 3KC-

TpaKopnopanbHoW reMOKOpPEKLMH, Kak remonepdy3sus ¢ uc-

Mo/1b30BaHUEM aHTULIMTOKMHOBLIX COpBEHTOB, reMonepdy3us

C NOMMMUKCUHOM W CENEKTUBHasA copbLuys nunonoaucaxapi-

poB (JINC-copbums), a TakKe MyNbTUMOAANBHBIX YCTPOMCTB

ABNAIOTCA 3MIEMEHTBI KacKafa CenTUYecKUX peaKLumi.

+ [pumenenne 3MT y HoBopoxAEHHBIX € cencucoM u CLL
peKoMeHAyeTCs MPWU HaAUuMM runepruppaTaumn U
pUCKe ee pas3BUTWSA, pepaKTepPHON K KOHCEpBaTUBHOIA
Tepanuu [35, 53, 57, 71, 196].

YpoBeHb ybeauTenbHOCTM peKkoMeHgaumin B (yposeHb

[L0CTOBEPHOCTW [0Ka3aTeNbCTB — 4).

KommenTapuir. bonee 50 % peteii ¢ CLU umetoT Tsike-
Noe OCTPOE MOYeYHoe MNoBpexaeHue, U3 Kotopbix 21,6 %
Tpebyetcs 3MT [54, 196]. [Inanu3 MoxHO MCnob30BaTh Npy
HaIMYMM MOYEYHBIX M BHEMOYEYHBIX MOKa3aHWUW 1A yayylle-
HuA pe3ynbTatoB Niedenus [9, 30, 128, 194]. K HuM oTHocATCA
CTOMKas ONMIYpUs, Neperpy3Ka JKUAKOCTbI0, rMnepranuemMus,
MeTabonMyecKkuii auMao3, runepakTaTeMus, runepaMmmoHme-
mus [47, 57]. MpoBeaeHue 3M1T Bo MHOMMX Cily4asx No3BonseT
He TOJIbKO CKOPPEKTMPOBATb BOAHBIN CTATyC, HO U YCTPaHMTb
runepKanueMmio, a Takke AeKOMNeHCUPOBaHHbI MeTabonu-
YeCKWM auuao3, pedpaKTepHbe K KOHCEPBATUBHOM Tepaniy.
BONBLIMHCTBO KIMHUYECKUX PEKOMEHAALMIA MO JIEYEHUIO cen-
cuca u CLU y peTeid copepat AaHHble, MOLTBEPKAAOLLME
addektvHocTb 3MT NpU HanMuMM NOKa3aHUM K AManusy
[9, 130, 183]. B pekoMeHzaLMsX N0 IEYEHNUIO HEOHATANbHOMO
cencuca B HacToslLLiee BpeMs OTCYTCTBYIOT YKa3aHWsA Ha npo-
BegeHue 3[1T, 4To B NepByto oYepe/ib CBA3aHO C OTHOCUTENb-
HO pedKUM NpUMeHEeHMEM MeToA0B 3((epeHTHOW Tepanum
B HEOHATOJSIOMMM U OTCYTCTBMEM DONBLUMX PaHLOMU3UPOBaH-
HbIX uccnepnoBanuii [195]. B poctynHoii nutepatype umeetcs
[,0CTaTo4HO HoNbLUIOE KONMYECTBO HeBOMbLLMX UCCNeL0BaHMIA
W OMUCaHWN KIIMHWUYECKUX CITY4aeB YCMELLHOr0 NpUMEHEHMS
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3MT y HoBopoxpaeHHbIX ¢ cencucoM u CLU [30, 45, 139,
174, 198]. Ha ocHoBaHWM aHanu3a LaHHbIX IUTepaTypbl, na-
TOPU3MONOrNYECKMX MEXAHM3MOB M HALLEr0 KIIMHUYECKOrO
OMbITa Mbl PEKOMEHAYEM PacCMOTPeTb BO3MOXHOCTb NpH-
meHeHus 31T npu cencuce n CLL y HOBOPOXKAEHHBIX.

Bribop MeToza 31T y HoBopoXAeHHbIX ¢ cencucoM u CLU
3aBMCHT OT TEXHUYECKON BO3MOXHOCTU NPOBEAEHNS Anan13a
W OT HanMums/oTCYTCTBUA MPOTUBOMOKA3aHWU K onpefeneH-
Homy metoay [24, 30, 37, 45, 93, 139, 174, 195, 198].

BonblwmHCTBO NpoToKonoB no neyenunto cencuca u CLU
Y B3pOC/bIX COAEPKaT PEKOMEHAALMN MO NPUMEHEHUIO pas-
JIMYHBIX MOAMGMKALMIA reMogmanusa U reMoguibTpaLmmn
(MHTEpMeTUpYIOWME U NPOANEHHbIE/NPOLOMKUTENbHBIE),
nepuToHeanbHbIM ananus (M/1) npu neyeHnmn octporo noyey-
Horo nospexaenus (OMI), accounmMpoBaHHOrO € CENCUCOM,
Yy B3pOC/bIX MPUMEHSETCA KpaliHe peako. B To e Bpems
B ETCKO MpaKTWKe, YeM MeHbLUe BeC MauuMeHTa, TeM Yalle
UCMOMb3YeTCS NepUTOHEeaNbHbIN AManu3, X0TS C pPasBUTUEM
TEXHONOTUIA U NOSIBNIEHWEM HE TONIbKO YHUBEPCANbHBIX MaLLIH,
HO MPY HaAMuMKM CheumanbHbIX annapaToB ANs MPOBeAeHMS
MBBIrA®/MNBBI A y meteit ¢ BecoM MeHee 10 Kr remoauanms-
Hble TEXHONIOrMM Ucnonb3ytoTcsa Bce vale [37, 57, 93, 196].
B HeoHaTanbHoM npakTuke Bbibop MeToaa 3M1T B nepayto o4e-
pelb 3aBMCUT OT TEXHUYECKON BO3MOXKHOCTM UCMO/b30BaHMS
METOAMKM Y KOHKPETHOrO NaLyeHTa U Hannums NpoTUBOMNOKa-
3aHWUN — TPYLHOCTH, @ 3a4aCTyH0 HEBO3MOXHOCTU 0becneunTb
COCYAMCTbIN JOCTYN, He0BX0AMMBINA LIS MOAAEPKaHNs paboThl
3KCTpaKopnopanbHoro KoHtypa npu NBBIA®/NBBI®/MBBIA
y [eTeii ¢ Maccoi Tenia MeHee 1,5-2 kr [25]. To e caMoe Ka-
CaeTCsl PasfnYHbIX PEXMMOB A1aNN3a, KOTopble B JAHHOW BO3-
pacTHoW rpynne onpesensioTcs B NepByto 04epefib pasmMepamu
TeNa W COCYAO0B W, CIe[0BATENIbHO, TEXHUYECKON BO3MOXKHO-
cTbio obecneyenns 3M1T B ycTaHoBNeHHOM pexxume [196].

+ Wcnonb3oBaHne nna3MoobMeHa, nnasMadepesa u 06-
MEHHOro nepenmBaHus Kposu npu cencuce u CLU y Hoso-
POX[EHHbIX He peKoMeHayeTcs [106].

YpoBeHb ybeauTenbHOCTU pekomeHpaumii C (ypoBeHb

[O0CTOBEPHOCTU [0Ka3aTeNbCTB — 9).

KomMeHTapuii. Bce [ocTynHble MCTOYHMKW YKa3biBalOT
Ha He0CTaTOYHOEe KOMYECTBO AAHHBIX AN PeKOMeHAaLum
nnasmoobmeHoB, nnasMacdepesa n 06MeHHOro NepenmBaHus
Kposu npu cencuce v CLL y naumeHTOB BCeX BO3PACTHbIX
Tpynn, B TOM Y1C/e HOBOPOXAeHHbIX. 0bMeHHoe nepenvBa-
HME KPOBM acCOLMMPOBAHO C TPOMOOLMTONEHMEN U yBENNYE-
HWEM CMEePTHOCTM Y HOBOPOXAEHHbIX ¢ cencucom u CLL [106].

+ Y HoBopoxpeHHbIX ¢ cencucom u CLU pekoMengyetcs
paccMoTpeTb BO3MOXHOCTb npumeHenns JIMC-copbumn
1 aHTULMTOKUHOBbIX copbenToB [42, 128].
YpoBeHb ybeauTenbHOCTU pekomeHpauuii C (ypoBeHb
LO0CTOBEPHOCTU [0Ka3aTeNbCTB — 9).

KoMMeHTapuii. CoBpeMeHHble pyKOBOACTBA NS NaLMeH-
TOB ApYrvX BO3PacTHbIX rPYMN He COAEpIKAT peKOMeHaLvii 3a
WM NPOTUB MPUMEHEHMS COPOLIMOHHBIX METOZL0B JIEYEHMS, UTO
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BO MHOIOM CBSI3aHO C HEA,0CTATOYHBIM KONMYECTBOM UCCNef0-
BaHWIA, @ TaKXKe C Pa3sHOPOAHOCTbIO COPOEHTOB M OTCYTCTBUEM
BonbLUMX UCCNEea0BaHMIA, CpaBHMBAIOLLMX COpbeHTbI, 0bnaaa-
fome pasHbiMK cBoiicTBamu [42, 128, 129]. Mcnonb3oBaHue
remonepdysun C MOMMUKCUHOM Y HEAOHOLUEHHBIX LETei
C paHHUM HeoHaTabHbIM cencucoM u CLU cnocobeTyeT bonee
paHHEMy YyyLLEHMI0 FeMOAMHAMWUYECKOr0 U PECMIMPaTOpHOro
CTaTyca W CHUMEHUIO CMEPTHOCTW MO CPABHEHUIO C MO3AHUM
CEeNcMcoM HOBOPOXKAEHHBIX, MpU 3TOM aBTOpPLI MOAYEpPKUBa-
10T, YTO MaKCUManbHO paHHee Hayano onepauuu remonepady-
3UM C MOJIMMUKCMHOM OT MOMeHTa auarHoctuku CLU MoxeTt
yAyyLWmMTL NporHo3 [128]. YunTbiBas faHHble apyrx aBTopoB,
a TaKXKe COBCTBEHHbINA KIMHUYECKUA OMbIT, Mbl CYUTAEM BO3-
MOXHbIM PEKOMEH[0BaTb NMPUMEHEHNE COPOLIMOHHBIX TEXHO-
norui npu passutm CLU y HoBopoxaeHHoro [10, 146].

3.1.7. [lononHuTeNbHbIE METOAbI Tepanuu
+ PyTWHHOE Ha3HaueHWe KOPTUKOCTEPOWZOB CUCTEMHOMO
penctsus (Kog ATXHO2) npu CLU y HoBOpOX AEHHBIX He pe-
KoMeHpayeTcs. HasHaueHune fekcameTasoHa (no 0,5 Mr/kr
Kawgple 2—6 4) (Kog ATX H02AB02) unu ruapoKopTU3oHa
(no 1-2 mr/kr kaxpaple 6 4) (kog ATX CO5AAQ1) onpas-
AaHHO ToMbKo npyu pedpakTepHoM CLU u Hanmumm knm-
HWKO-NabopaTopHbIX NPU3HAKOB HEAOCTAaTOYHOCTW Haf-
noyeyHnKoB [8, 43].
YpoBeHb yoeauTenbHocTM pekomeraaumi C (ypoBeHb ao-
CTOBEPHOCTW [0Ka3aTeNbCcTB — 5).

KommeHTapuit. HefiaBHWe peKoMeHaaLmu no AnarHocTu-
Ke u neyenmto CLL y peTeilt 1 HOBOPOXKIEHHBIX HE COAEpXaT
MOKa3aHWN [N HasHaYeHUs KOPTUKOCTEPOMAOB, OJHAKO
HEKOTOpble UCCNeL0BaHUS BbISIBUAM HE3HAUMTENbHbIE Mpe-
MMyLLLeCTBA MMAPOKOPTM30Ha Npu NeveHuu CLU y naumeHToB,
HY}KOAIOLLMXCS B BbICOKUX 033X KapAMOTOHUYECKUX NeKap-
CTBEHHbIX CPeAcTB [8, 43].

+  [lpuMeHeHMe MHCYNMHOB KOPOTKOrO AENCTBMSA U UX aHa-
I0r0B AN UHBbEKLMOHHOr0 BBeAeHus (kog ATX A10ABO1)
PeKOMEHAYETCA C LieNblo NOAEPIKaHNA LeN1eBoro YpoBHS
FIIOKO3bl B KPOBYW Ha YpoBHe 7,8 MMonb/n 1 Huke. Abco-
TIOTHOM MOKa3aHWEeM SBSIETCA YPOBEHb TIHOKO3bl B KPO-
Bu bonee 10 MMonb/n [184].

YpoBeHb ybeamuTenbHOCTM pekoMeHpaunii C (ypoBeHb

[L0CTOBEPHOCTU [,0Ka3aTeNbcTB — 5).

KoMMeHTapuit. MHOroUMCNIEHHBIMY MCCNIEA0BAHUSMU [10-
Ka3aHo, 4T0 rMnepriMkeMus CBA3aHa C NA0XUMU UCX0AaM, Of-
HaKO KIMHUYECKOW 3DhEKTMBHOCTU KOHTPOAS YPOBHSA MIHOKO3b
y [leTeil B HU3KOM LieNIeBOM [iManasoHe He yctaHoBneHo [184].

+ PeKkoMeHAyeTcs 0TKa3aTbCA OT NePeSIMBaHNS 3PUTPOLIMT-
COLEPIKALUMX KOMMOHEHTOB KPOBM Y FeMOAMHAMUYECKN
CTabMUNbHBLIX HOBOPOXAEHHBIX C cencucoM u CLU, ecnum
KOHLIeHTpauua remornobuHa B KpoBK cocTasniseT bonee
100 r/n [6, 177].

YpoBeHb ybepmutenbHocTM pekoMenpaumii C (ypoBeHb

AO0CTOBEPHOCTW [0Ka3aTenbCcTB — 5).
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KoMMeHTapuiA. B HacTosiLLee BpeMs OTCYTCTBYIOT paH0-
MU3MPOBaHHbIE KITMHUYECKME UCCeL0BaHMSA U MeTaaHanu3bl,
MOCBALLEHHbIE TPAHCHY3UM 3PUTPOLIUTOB Y HOBOPOXKLEHHBIX
c cencucom u CLL. NMetoTcsa MexkayHapoaHbIe peKoMeHLaLmm
Mo reMoTpaHchy3uu, rae 3KCMepTbl YKasblBaloT, YTo TpaHC-
(y3ns 3pUTPOLIMTCOAEPIKALLMX KOMIMOHEHTOB KPOBM Y reMo-
JAMHaMUYeCKM CTabUIbHBIX NaLMEHTOB C CENCUCOM He OnpaB-
[aHa, eCfm KOHLeHTpaumsa reMornobuHa npe.biwaet 70 r/n
[6, 177].

Y HosopoxaeHHbix ¢ CLU, Hyxpatowmxcs B MHBa3MB-
HoW MBJT n MeanKaMeHTO3HOW NOAAEPIKKE reMOAMHAMUKMY,
TpaHCHY3nA AOHOPCKUX 3PUTPOLMTCOAEPKALLMX KOMMO-
HEHTOB KPOBW MOKa3aHa, eCc/ii KOHLEHTpaUmMsa reMornobuHa
Hxe 120 r/n [148].

+ PekomeHpyeTca o0TKa3aTbcsi OT NpOQMNaKTUYECKOW
TpaHchy3umn cBeXe3aMopokeHHol nnasmebl (C3[) y Ho-
BOPOXAEHHBIX C CEMCUCOM W HapyLLIEHUAIMU CBEpPTbIBaE-
MOCTM KpoByu 6e3 KpoBoTeueHus [123].

YpoBeHb ybeauTenbHOCTU pekoMeHpaumnii C (ypoBeHb

L0CTOBEPHOCTU [0Ka3aTeNbCTB — 9).

KoMMeHTapuid. VMetoTcs MexayHapoAHble PeKOMEH-
Jauun no TpaHcdysum C3M u KoHueHTpaTa TpoMbouuToB
y LeTell B KPUTUYECKOM COCTOSIHWM, aBTOPbI KOTOPbIX CYM-
TaloT, yTo TpaHcoysma C3M1y aetei ¢ cencucoM He nokKa-
3aHa NpuW OTCYTCTBUM FeMOPParuyeckoro CUHApOMa, eciu
ypoeHb MHO MeHee 1,5 [123]. ObcepBaunoHHbIE Ucche-
L0BaHNA y TxenobonbHbIX [eTel MoKasamu, YTo nepe-
nuBanue C3M1 accouMMpoBaHo C XYAWUMU KIIMHUYECKUMM
ncxopamu [6].

» Y HoBopoxaeHHbIX ¢ cencucoM, CLU w/mnm OBC-cuHa-
poMoM 6e3 NpU3HaKOB KPOBOTEYEHWS TPaHChY3UA KOH-
LieHTpaTa TpoMbOoLMTOB peKOMeHAYeTCS NPy KonudyecTse
TpomboumToB B KpoBu <25 x 10°/n. Mpu npogomxaro-
LLIeMCA KPOBOTEYEHWUW TpaHChy3Us KOHLEHTpaTa TPoM-
BoLMTOB peKOMeHAyeTcs Npu Konu4ecTse TPOMOOLMTOB
B Kposu MeHee 50 x 10°/n [60, 147].

YpoBeHb ybeauTenbHOCTU pekoMeHAaumin A (ypoBeHb
AO0CTOBEPHOCTM [JOKa3aTenbCcTs — 2).

KomMeHTapuid. [pogeMoHCTpupoBaHa CBA3b MeXAy
nepenMBaHUEM TPOMOOLIMTOB HeLLOHOLLIEHHBIM HOBOPOXKIEH-
HbIM M HebnaronpuATHBIMU UCXO4AMU NEYEHUS: YBENUYEHNE
YacToTbl CEencuca, HEeKpPOTMYECKOro 3HTEPOKONNUTA, BHYTPU-
KeNyA04KOBbIX KPOBOM3NUAHMIA, bonee pauTensHoe npebbl-
BaHue B OPUT, nporpeccupoBanme 0/, yBenmuenune netanb-
HocTu [147]. WMetoTcs faHHble, CBUAETENLCTBYIOLIME, YTO
Y HOBOPOXJAEHHBIX B KPUTUHECKOM COCTOSIHUM C CEMCUCOM,
CLU w/wnmn [IBC-cuHapoMoM TpaHcdy3nst KOHLEHTpaTa TpoM-
BouMTOB NpU OTCYTCTBUW KPOBOTEUEHWS MOXET ObiTb onpas-
[laHa TOJbKO KOrga WX KommyecTBo MeHblue 25 x 10°/n [60].
Mpu CLU v KpoBoTeueHUn TpaHCdy3us KOHLEHTpaTa TpoM6o-
LMTOB NMOKa3aHa, Korfla uX Konnyectso Meblle 50 x 10°/n
[60, 147].
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« Y HoBopOXAeHHBIX ¢ cencucoM u CLU Ha paHHWX cTagmsax
3aboneBaHns C LieNblo YMEHbLLUEHUs PUCKa NeTanbHOro
UcxoAa peKoMeHAyeTcs BHYTPUBEHHOE BBEAEHWE UMMY-
HornobynuHa yenoseka HopManbHoro [IgG + IgM + IgAl
(kon ATX J06BA02) [34, 69, 121, 135].

YpoBeHb ybeauTenbHOCTM pekoMmeHzaumin A (ypoBeHb
AOCTOBEPHOCTW [0Ka3aTenbCcTB — 2).

KomMeHTapuii. BHyTpuBeHHOe BBedeHWe MMMYyHOrIO-
bynuHoB (Kop ATX J06B) naumeHTam ¢ cencucoM no3BosisieT
CHW3UTb CMEPTHOCTb M UTUTENBHOCTb JIEYEHNUS B CTALMOHApe.
Mpenapatbl, oboralleHHble IgM, bbinn Gonee 3QHEKTUBHLI-
MM, XOTS [aHHas Tepanus W He OKasana 3HauMTeNbHOro 3g-
(heKTa Ha YpoBEHb JIETANBHOCTV MPU HEOHATaNbHOM Cencu-
ce [135]. AHanornuHble fanHble bbum nonyyens E.C. Dinleyici
1 coaBT. [69] KoTopble YCTAHOBWUAM, YTO MOKA3aTeNM CMEPTHOCTM
BblM 3HAUMTENBHO HUXKE Y MALMEHTOB, MONYYaBLLMX JleyeHure
MMMyHornobynnHoM (kop, ATX JO6B), oboralueHHbIM IgM, no
CPaBHEHMIO C KOHTPOJTBHOM Fpynnoii. Mpu oueHKe 3 deKTMBHO-
CTV Tepanim TOMbKO B HEOHATaNbHbIX UCCIEA0BaHMSX YCTaHOB-
NEHO 3HauUTENbHOE NPEUMYLLECTBO A/IUTENIBHOTO JIEYEHNUs —
bonee 3 pHen [69]. VMetoTca AaHHble, CBUAETENLCTBYHOLLME
0 TOM, YTO MPOAJIEHHOE Ha3HayeHWe (B TeyeHue 7 pHeit) IgG
1 IgM y HOBOPOXAEHHBIX C 0YEHb HU3KOW Maccoi Tena npu
POXIEHWM, Y KOTOPbIX AMarHOCTUPOBaH cencuc, sensetcs bes-
onacHbiM 1 3hdeKTUBHBIM METOLOM NIEYeHUs U MOXKET pac-
CMaTpMBaTbLCA KaK afbloBaHTHas Tepanus [34, 121].

3.2. Xupypruyeckoe neyeHue

CaHaums/apeHnpoBaHmue ovara(oB) UHEKLMN peKoMeH-
[JyeTcsl B MaKCMManbHO KOPOTKME CPOKM MOCe AUarHOCTUKM
cencuca [2, 14].

YpoBeHb ybeanTenbHocTM pekoMeHaumi C (ypoBeHb ao-
CTOBEPHOCTW [0Ka3aTeNbCTB — 4)

KoMmeHTapuii. Heobxogumo npoBefeHue [amarHo-
CTMYECKOro MOUCKa [NS YCTaHOBNEHWUA oyara MHOeKuuw.
Mpn HeobxoamMocTu crnepyeT NpUOErHYTb K KOHCYNbTaLum
NPOdUNbHBIX CMELMAnUCTOB (HanpuMep, Xupypra, MHdeKUMo-
HUCTa) ANS OnpeAeneHns NpUOPUTETHOCTU U cnocoboB BMe-
LaTeNbCTB, He0bX0AUMBIX A AOCTUMEHUS KOHTPONS Hafj
UCTOYHMKaMU UHQeKUMW. KOHTpONb MCTOYHMKA WMHGOEKLWM
onpenenseTca Kak KOMMIEKC MeponpusiTUiA, HanpaBMeHHbIN
Ha caHauuo/ApeHupoBaHWe oyara(oB) MHQEKLUMM, YT npe-
[L0TBpaLLaeT NporpeccupoBaHne MHAEKLMOHHOTO NpoLecca.
3Tn MeponpusaTUS MOTYT BKITIOYaTh ApeHUpoBaHmMe abcuecca,
3MMNueMbl, yoaneHue WHOULMPOBAHHLIX BHYTPUCOCYLMCTbIX
yCTpoiAcTB U T.4. [poBefeHne MeponpusTUiA N0 KOHTPOSO
MCTOYHMKOB MHEKLMM HeObXOAMMO OCYLLECTBIIATb B MaKCU-
ManbHO CKaTble CPOKM MOC/e HayanbHOro BOCCTAHOB/EHMS
reMoAMHaMUKY, B ugeane — He no3gHee 6—12 4 nocne no-
CTaHOBKM JuMarHo3a. BaXHoCTb KOHTPONIS UCTOYHWKOB UHEK-
UMM y AeTen bbina noKkasaHa npu abcueccax Koxu u rnybokux
TKaHew, a TaKKe Npy HEKPOTUYECKOM 3HTepoKonmTe [14].

3.3. UHoe neyenune
He npumenumo.
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4. MEAULWNHCKASA PEABUTUTALUA
U CAHATOPHO-KYPOPTHOE
JNIEYEHUE, MEAULIWHCKUE
MOKA3AHUA U NPOTUBONOKA3AHUA
K NPUMEHEHWUIO METO/10B
MEJVLUHCKON PEABUJTUTALIAM,

B TOM YACJIE OCHOBAHHbIX HA
UCMNo/1Ib30BAHUU NPUPOAHDLIX
JIEYEBHbIX ®AKTOPOB

MeanumHCKas peabunutaums W CaHaTOpHO-KYpOpTHOE
neyeHne HOBOPOMAEHHBIX C CEMCUCOM MPOBOAMTCA C yye-
TOM CTeneHu THXKEeCTU U 0cobeHHOCTeil TeueHUs OCHOBHOIO
3aboneBaHus, Ha GoHe KOTOPOro Pa3BUICA HeoHaTaslbHblid
Cencuc.

Lenblo peabunutaLmm HOBOPOMKIEHHBIX C CEMNCUCOM fIB-
NSAETCA BOCCTAHOBNEHWUE M COXpaHEHWe 3[0POBbS.

OcHOBHble 3afauM peabunuTaLuMm HOBOPOXKAEHHLIX
C CEMnCcUCoM:

1) NpeaynpeaeHue UK YMeHbLLEHWE CTEMEHN BbipaXeH-
HOCTW HapyLLeHWI QYHKLMIA OpraHOB M CUCTEM OpraHu3Ma;

2) npeaynpexXaeHue UK yMeHbLUEHWe CTEMNEHN orpaHi-
YEHWN NU3HeAeATeNIbHOCTU W NPOrpeccupoBaHus 3aboneBa-
HUSA W Pa3BUTUSA OC/IOKHEHWIA;

3) npenynpexaeHne U KOpPeKLMs 3MOLMOHANbHO-MCUX0-
NOTUYECKWX PacCTPOMCTB;

4) CHWKEHME TAXECTU MHBANMAN3NPYHOLLMX NOCNeACTBUIA
3abos1eBaHus, aaanTaums K NoBCeAHEBHbIM ObITOBbLIM GU3M-
YECKMM HarpysKam.

5. IPOOUNAKTUKA U AUCNAHCEPHOE
HABIKOAEHUE, MEAULIWHCKWUE
MOKA3AHUA U NPOTUBONOKA3AHUA
K NPUMEHEHUIO METO/10B
NMPOGUNAKTUKN

3bdeKTUBHBIX crieumdUYecknx MeToL0B NPOGUNAKTUKM
Cencuca y HoBOPOXAEHHbIX B HACTOALLEe BPeMs He cylle-
CTBYET.

EAMHCTBEHHBIM M Hanbonee 3DQEKTUBHLIM METOAOM
MpeAOoTBpALLEHUS PaHHEr0 HEOHATA/IbHOMO Cencuca ABNSeTCs
NeYyeHue OCTPbIX U XPOHUHECKUX MHEKLMI YPOreHUTaNbHOMO
TpaKTa MaTepy Kak [0, TaK 1 BO BpeMsl 6epeMeHHOCTM.

C uenblo NpodMNaKTMKM NO3AHEro HeoHaTasbHOro Cen-
cuca peKoMeH[yeTcs CTporoe cobnogeHne BCeX CaHUTapHo-
3NMAEMUYECKUX HOPM U MPaBUA AJ1S1 Me IULIMHCKOI OpraHu3a-
v v OPUT, okasbIBatoLLMX MOMOLLb HOBOPOXKAEHHBIM ETAM.
[InA CHWXKeHWs pUCKa pa3BUTUS NO3LHEr0 HeOHATaNIbHOMO

CEencuca W yMeHbLUEHWS MPOSOMIKUTENIBHOCTH NapeHTe-

panbHOro MUTaHWS BCEM HELOHOLLEHHBIM HOBOPOXAEH-

HbIM C 3KCTpPEMaslbHO HM3KOW Maccoi Tesla peKoMeHay-
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eTCs paHHee Hayano 3HTEepasibHOr0 MUTaHUS TPYLHbIM
MonokoMm [58].
YpoBeHb ybeauTenbHOCTM peKoMeHaaumi A (ypoBeHb Ao-
CTOBEPHOCTM [0Ka3aTeNbCTB — 2).

KommeHTapuit. [pyagHoe BckapMnmBaHue cnocobeTayet
yMeHbLLeHuo gntensHocTu MM 1 accoummnpoBaHo ¢ yMeHb-
LIEHMEM BEPOSTHOCTM Pa3BUTUS MO3AHEr0 HEOHATalbHOro
cencuca y HelOHOLLEHHbIX HOBOPOXEHHBIX C 04EHb HU3KOIA
M 3KCTpEMaJlbHO HU3KOM Maccoii Tesla Npu poxkaeHum [58].

[ucnaHcepusauusa HOBOPOXKAEHHLIX C CENCUCOM

[ncnaHcepHoe HabntopeHve npeacTasnseT cobon 06-
C/efloBaHNe HOBOPOXKAEHHbIX, MepeHecLnX cencuc, cTpa-
JAIOLLMX KaKUMU-NIMO0 OCNOXHEHUAMU UAM NOCNEACTBUAMM
3TOro 3aboneBaHus, nepeLUesLLIMMM B XpOHUYECKKe 3abone-
BaHWA, UM QyHKUMOHANbHBIE PacCTPOMCTBA, NPOBOAMMOE
C onpefenieHHoN NepUOANYHOCTbIO B LiENSX CBOEBPEMEHHOIO
BbISIBNEHWS, NpeayNpexaeHUs 0CNI0KHEHUIA, 000CTpeHui 3a-
boneBaHWi, NX NPOGUNAKTUKMA U OCYLLECTBIEHUS MeAULIMH-
CKOM peabunutaumm yKasaHHBbIX UL U B NOPAAKE, YCTaHOB-
NEHHOM CO0TBETCTBYIOLLMMM NPUKA3aMU.

[ncnaHcepHoe HabmtofeHWe 3a HOBOPOXAEHHBIMM, Nepe-
HeCLLMMU Cerncuc, OCYLLECTBASIOT MeAULMHCKUE paboTHUKN
MeAMLMHCKOW OpraHv3alMy UK CTPYKTYpHOro noppaspe-
NeHWsl UIHOWM OpraHM3aLym, OCYLLECTBNSAIOLLEN MeULMHCKYI0
LesATeNbHOCTb, FAe pebeHOK MonyyaeT MepBUYHY0 MefuKO-
CaHMTapHYI0 NOMOLLb.

6. OPTAHU3ALIUA OKA3AHUA
MEAWULWHCKOM NOMOLL A

MeanumHcKas nomoLlb HOBOPOXAEHHBIM C CENCUCOM
u CLU, HanpaBneHHas Ha NepBUYHY0 CTabunmsauuio cocTo-
SIHWA, [OMKHA OCYLLECTBNATLCA Ha BCeX 3Tanax, HauuHas
C pPOLMNBHOTO JOMa UM 3aKaHuMBas Creuuanu3vpoBaHHbIM
cTaumnoHapoM lIl ypoBHsi.

MokasaHusa pns rocnutanusaumu B cTaLuoHap

Bce HoBOpOXKAEHHbIE C NOATBEPKAEHHBIM CENCUCOM UK
NOAO03PEHNEM Ha HEro HYXAAKTCA B 3KCTPEHHOW rocnuTanm-
3auum B cneumanuanpoBaHHbIn ctauuoHap |l ypoBHs, ume-
HOLLMIA BO3MOXKHOCTW [JIA1 SKCTPEHHOW AMArHOCTMKM ovara
UHbEKLMM 1 neyeHns pasnuuHoii natonoruu. CLU sBnsetcs
abconoTHLIM MOKa3aHueM s rocnuTanu3aLmm.

HoBopoxeHHoro, HaxoasLLerocs B CTaLMoHape, He pac-
nonararoLLieM TaKuM1 BO3MOXHOCTAMM, ClielyeT B MaKCUMarlb-
HO KOPOTKWE CPOKM NepeBECTU B MeAMULIMHCKYHO OpraHM3aLmio,
rAe ecTb BCe COBPEMEeHHbIe TeXHOO0rM, UCMofb3yeMble AN
NeYEHNs Cencuca, B TOM YKCTIE CaHALMM 04ara MHDEKLMM.

MeauumMHCKasa 3BaKyaLMsi HOBOPOX[EHHbIX C Ccemncu-
coM 1 CLU B MeAMUMHCKYI0 OpraH13aumio, MMeoLLyi0 BO3-
MOXHOCTb OKa3aHWs HeobxoAuMOil creuuanu3upoBaHHOM
MeAMLIMHCKOM MOMOLLM, OCYLLECTBIAETCA CUNaMMU CreLm-
anM3MpoBaHHbIX Bble3[HbIX OpUraf CKOpol MeAULMHCKON
MOMOLLM aHecTe3noN0ruu-peaHnMaLn Unn aBuame gULMH-
CKUX Bble3/iHbIX bpuraa CKopo MeAULIMHCKOW NOMOLLM, NN
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Bble3[HbIX 3KCTPEHHbIX KOHCYNbTaTUBHBIX bpurag ckopon
MeAMLMHCKOWM noMoLum. B Kax oM pervoHe peKoMeHayeTcs
pa3paboTaTb pervioHanbHble NpaBKa 3KCTPEHHOMO NEPEBOLLA
¥ NMPOTOKON MapLLpyTM3aLMv HOBOPOXAEHHBIX C CEMCUCOM
n CLU ¢ y4eToM nMetoLLmxca 0COBEHHOCTEN.

HoBopoaeHHbIN C SIBHBIMM MPU3HAKaMK cencuca Um
MoJj03pEeHNEM Ha Hero JokeH BbiTh 0b63aTenbHO nepese-
AeH B OPUT.

Mpu okasaHum noMoLum HoBopoxaeHHoMy B OPUT B3poc-
noro MHoronpo®WbHOro CTauMoHapa 0MpaBLaHHO MpoBe-
JeHVe TeneMeaULMHCKUX KOHCYNbTALMIA CO cneumanucTamu
HaLMOHanNbHbIX MeAULMHCKUX UCCNeL0BaTeNbCKUX LIEHTPOB.
Mpn HeobxomuMocTU cnesyeT paccMOTPeTb BO3MOXHOCTb
NPOBEAEHNSA OYHOI KOHCYNbTaLMK Ha MECTE C BbINOSIHEHNEM
HeobX0AMMBIX IMArHOCTUHECKUX U TEpPaneBTUHECKUX BMELLIA-
TENbCTB COTPYAHUKAMU HALMOHaNbHbIX MeAULIMHCKUX UcCne-
[0BaTeNbCKUX LEEHTPOB.

lMNoka3anusa ans nepesoja B OTAENEHUE peaHUMaLUK
U MHTEHCMBHOW Tepanuu

B cBfi3n ¢ TeM, YTo NpM cencuce HOBOPOXAEHHbIX BCErAa
MMeEeT MECTO opraHHast AUCQYHKLMA, BCe NaLMEHTHI C Nof03pe-
HWEM Ha Cencuc A0MKHbI bbITb rocnuTannavpoaHel B OPUT, uto
MO3BOJSIAET CHU3WUTL BHYTPUDOSTbHUYHYIO JIETSTBHOCTb.

MokasaHua K nepesoay nauueHTa U3 OTAeJIeHUA
peaHnMauuu u WHTEHCUBHOM Tepanuu

lMocne ctabunmsaumm cocTosHmMs, HOpManu3aumn reMo-
OMHAMUYECKUX NOKa3aTeNien u YCTPaHEeHUA yrpo3bl AnA Xu3-
HWU NOKa3aH MaKCUMaJibHO paHHMI71 rnepesoj HOBOPOX[OEeH-
HOro B Cneuuanu3npoBaHHoe neguatpuyeckoe otpesieHue,
MMEIOLLIee OMbIT eYEHUS AaHHOM Kateropun nauneHToB.

[okasaHus K BbINnUcKe U3 CTauuoHapa

Bbinucka nmauueHTa M3 CTauMoHapa OCyLieCTBNISeTCA
nocne HopManu3auuu BCeX KIIMHUKO-NabopaTopHbIX MoKa-
3aTeNieil M OTpULATENbHBIX pe3ynbTaTax GakTepuonorunye-
CKOTO MCCeJ0BaHNUA U3 BCEX CTEPUNbHBIX OMONOrMYeCKUX
JIOKYCOB.

AnropuT™M NMpUHATUA TaKTUYECKOTO peLleHus 0 Heobxo-
AMMOCTM TepaneBTUYECKUX MEPONPUATUIA NpK Cencuce HoBO-
POXKAEHHbIX NPeACTaB/EH Ha PUCYHKE.

7. AONOJIHUTE/IbHAA UHOOPMALIUA
(B TOM YACJIE ®AKTOPbI, BIUAIOLLMUE
HA UCXO0A 3ABOJIEBAHUA UITU
COCTOAHMA)

He npumenumo

8. KPUTEPUU OLLEHKW KAHECTBA
MEJAMLUHCKOW NMOMOLLN

KpuTepum oLieHKM KauecTBa MeULIMHCKOM NOMOLLY Npi-
BefieHbl B Tabn. 16.
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9. UHOOPMALIUA AN NALUEHTA

Cencuc HOBOPOXLEHHBIX — O[JHO M3 CaMblIX TSKESbIX 3a-
boneBaHuWin Nepuoja HOBOPOXKAEHHOCTH, MPUYMHBI KOTOPOro
BECbMa MHOroYMCNeHHbI. Yallle BCero cencuc pasBuBaeTCs
BCNELCTBME BHYTPUYTPODHOTO MHOULMPOBAHUA NNOAE, XOTS
Yy MarblLLei, POAMBLUMXCA 0 CPOKA M HYWIAMOLWMXCS B AN-
TENbHOM JIeYeHWUN B OTAENIEHUN MHTEHCUBHOM Tepanuy, MH-
(heKUMa MOXKET NPUCOEAMHUTLCA U B Bosee NO3AHME CPOKY.

0 cencuce roBopsT B CNyyae, €CIM Y HOBOPOXAEHHOIO
0TMEYaloTCs MPU3HAKM TSKENOro TeYeHWs MHbEKUMM C Bo-
BfIeYeHWeM B MaTONOTMYECKUA MPOLIECC CaMblX PasHbIX CU-
CTEM OpraHoB, Npy 3TOM Yallle BCEro NepBbIMKA CUMMTOMaMM
cencuca SBNSKTCA CTOHYLLEe AblxaHWe, BblpaXKeHHas bnep-
HOCTb, YKENTYLUHOCTb, CEPbIA UM CUHIOLLHBIA KOJIOPUT KOXMU,
0TKa3 0T rpyaM 1 Ype3MepHas BASIOCTb pebeHKa.

Haunbonee BLICOKWI PUCK TSKENOr0 TeYeHMs cencuca
XapaKTepeH ANS He[lOHOLUEHHBIX HOBOPOXKAEHHBIX C HU3KOI
1 3KCTPEMaribHO HU3KOW Maccom Tera.

Ecnm amarHocTpoBaH cencuc, Ballemy MarblLLy, BEpOSiT-
Hee Bcero, NoTpebyeTca AUTENBHOE NeYEHNE B OTAENEHUN
WHTEHCUBHOMW Tepanuu, rae eMy BymyT HasHaueHbl nekap-
CTBEHHble Mpenapatbl, BO3A4ENCTBYOLWME HA BO3byauTens
MHGEKLMM W NO3BOSISIOLLME YCTPAHUTL UMElOLLMEeCs HapyLue-
HWSA B QYHKLMM OpraHos.

B TaxKenbix cyyasx MoxkeT noTpeboBaTbcs NpoBefeHue
NBJI, korpa B Tpaxeto pebeHKka byneT BcTaBeHa cneuuanb-
Has TpybKa, K KoTopon byaeT noakmoyeH annapat UBJI.

Mpu otcyTcTBMM npobnem co ctopoHbl KT pebeHok cMmo-
XKET NoMyyaTb CLEMXEeHHOe FPyAHOEe MOJIOKO uepes Creum-
anbHylo TPyBouKy (30HA), BCTaBMEHHYIO B JKENYAOK, N03TOMY
MaMe pebeHKa 04eHb BaXKHO COXPaHUTL FPYLHOE MOJIOKO KaK
MOXHO [J0JIblUe, MOCKOSIbKY 3TO CaMoe FMaBHOE U HYXHOE,
yeM Mama MOXeT NOMOYb CBOEMY MarblLLly.

Ecnu e 3to ByneT HeBO3MOXKHO, TOrAa BCE MUTaHUe
W BUTaMUHbI ManbILl byaeT nonyyathb B BUAE NEKAPCTBEHHbIX
pacTBOPOB, KOTOpble byayT BBOAUTLCS BHYTPUBEHHO.

[lo HepjaBHEro BpeMeHM PUCK NeTabHOro Mcxoga npu
pasBUTUM Cencuca HOBOPOMKLEHHBIX Obln KpaliHe BbLICOK,
CErofHs y Bpayeil HEOHATONOrOB U HeOHATaNbHbIX peaHu-
MaToJIoroB MOSIBUCSA MOLLHENLWWA apceHan obopyaoBaHus
W JIEKapCTBEHHBIX MPEenapaToB, NO3BOMALLMIA CrlacaTb Jaxe
caMblx 6e3HaJEXHbIX NaLMEHTOB, 04HAKO NPOrHO3 NpU 3TOM
3aboneBaHuM Jaxe C y4eTOM JOCTUMEHWUA COBPEMEHHOV
HEOHaTONOMMM 0CTaeTCA KpaliHe Cepbe3HbIM.

Mocne cTabunmsaumm COCTOSHUA B OTAENEHUN UHTEHCUB-
HOM Tepanuu MOXKeT NnoTpeboBaThcA ANUTENBHOE JieYeHe
1 peabunuTaLMa Kak B CTaLMOHape, Tak U B bamxaniume Me-
CAALbI NOCAe BbIMUCKW LOMOMN.

OuyeHb BaXkHO MOHWUMATb, YTO CEMNCUC — KpalHe Cepbes-
Hoe 3aboneBaHWe, KOTOpPOE HeMb3S BbIIEYUTb 33 OLUH [EHb,
OHO MOJKET MpOTeKaTb C MepUoAaMu yNyuLleHuUs 1 yxyaLe-
HWsl COCTOSIHWA, MO3TOMY KpaiiHe BaXKHO 3amacTuCh TepreHn-
€M W BbIEPXKKOMN, COXPaHATb CMOKOCTBUE, N0DOBb K CBOEMY
pebeHKy, Bepy B ero BbI3[0POBIIEHNE M [JOBEPUE K BpayaM,
KOTOpbIe MPWIIOKaT BCe YCUAMS ANs BOCCTaHOBEHUS 3[,0po-
BbSl CBOET0 MajIEHbKOr0 MaLMeHTa.

[MoMHMTE, YTO Ballle HAaCTPOEHUE HaMPsSMY0 OTPaKaeTcs
Ha COCTOSHMM BalLiero Manbiwa!




MEPE[IOBAA CTATBA

Tom 15,Ne 4, 2024

K praHHoit aucdy

Clinica[siéns of multiple organ dysfunction

uum /

Het/No

Tectol
nonoxuTeneHsie/
Positive test

AudbdbepeHumnansHan guarHocTuka /
Differential diagnostics

leanatp

Het/No DalYes
TNa6opartopHas ouekHka Mapkep b ! ngggzki ;%:'::22 / Mepesos B OPUT, NnepBuyHan CTaOHNMIALMA COCTOAHUS /
Laboratory evaluation of infection markers nSOFA score > 2 Transfer to ICU, primary condition stabilization

TNaGopaTopHan oueHka MapKkepoB MHdekuuu /
Laborat luation of inf

I
|

y tion markers

Mokasatenu nauuenTa
COOTBETCTBYIOT
[BNarHoCTUYECKUM
KpuTepuamcencuca? /
Does the patient meet

MopospeHue Ha uHekumio /
Suspected infection

}

JalYes Het/No

AuTUb

P P B
72 yacos / Antibacterial therapy for 72 hours

l

Baktepuonorusieckoe
MccneaoBaHue KPOBH Ha
cTepuneHocTk / Bacteriological
examination of blood for sterility

INaboparopHas oueHka MapKepos UHpeKUUn
yepes 48 yacos / Laboratory evaluation of
infection markers at 48 hours

l

Smnupuyeckan

!

amuéalcrepuanhuaﬁ Tepanus Ha
7 Axeit | Empiric antibiotic therapy

the diagnostic criteria
for sepsis?

AHTHGaKTEpUanbHas Tepanus B TeHeHne
72 vacos / Antibacterial therapy for
72 hours

}

TNabopaTopHas OLeHKa MapKepoB
uHbekuuu yepes 48 yacos / Laboratory
evaluation of infection markers at
48 hours

OTMeHa Unu KoppeKuumn Tepanuu
ITr discontinuation or
correction

for 7 days ‘

PUcyHOK. ANrOpUTM MPUHSATUS TaKTUYECKOrO peLLeHNs
Figure. Tactical decision-making algorithm

Tabnuua 16. Kputepum oLieHKM KavecTBa MeAULMHCKOI NMOMOLLY
Table 16. Criteria for assessing the quality of medical care

Kputepuin oueHkm /
Evaluation criterion

BbinonHenue /
Implementation

—_

6.
7.

8.

13.

14.

. BbinonHeH Bu3yanbHbIi TepanesTuyeckuii ocMoTp / Visual therapeutic examination was performed

. BbinonHeHo MMKpOﬁMOJ’IOFMLIECKOG (Kyanypaanoe) uccnenoBaHue KpoBu Ha CTepMJ’IbHOCTb/

Microbiological (culture) blood sterility test was performed

. BbinonHeH o6Lwmii (KMHWUYeCKIA) aHann3 KPoBM pa3BepHYTLIN, UCCefoBaHMe YpoBHs C-peakTusHoro 6enka /

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

. BeinonHeHa KoarynorpaMma (OpVIeHTVIPOBO‘-IHOE WCCrefloBaHWe CMCTEMbI FeMocTasa) /

Coagulogram performed (indicative hemostasis study)

. BbinonHeHo vccnefoBaHMe KUCNOTHO-OCHOBHOMO COCTOSHWA M ra3oB KpoBW, YpOBHA MOJIOYHOW 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 axokapamorpadms / Echocardiography performed

BbinonHeHo ynbTpa3ByKoBoe UCCeA0BaHME OpraHOB DpIOLLHOM NonocTh (KoMMeKcHoe) /
Abdominal ultrasound (complex)

BbinonHeHbl peHTreHorpadms nerkux 1 063opHas peHTreHorpadus opraHoB GptoLuHoi nosocTu /
Pulmonary X-ray and abdominal X-ray were performed

. BeinonHeHa HeiipocoHorpadms / Neurosonography performed

. HasHaueHa aHTMMUKpobHas Tepanus / Antimicrobial therapy prescribed

. MpoBefieHa MH(Y31OHHAA Tepanms Npu CENTUHECKOM LLOKE B CTapToBOM 06beMe He MeHee 30 MA/Kr Maccbl Tena /
Infusion therapy was performed for septic shock in a starting volume of at least 30 ml/kg of body weight

. HasHaueHbl kapAMOTOHMYECKWE CpeaCcTBa, KpoMe cepAeyHbIX rnko3uaos (kog ATX CO1C) npu otcytcTBuM addek-

Ta oT uHdy3uoHHol Tepanum / Cardiotonic agents were prescribed, except for cardiac glycosides (ATC code S01S)

in the absence of effect from infusion therapy

HauaTa HeMHBa3WBHas UCKYCCTBEHHAN BEHTUNALMSA JIETKUX Y HOBOPOXAEHHbIX C KUCIOPOA03aBUCUMOCTbIO /

Non-invasive mechanical ventilation started in oxygen-dependent newborns

Hauara nHBa3uBHas UCKYCCTBEHHAs BEHTUNALMSA NIETKUX MPU OTCYTCTBUM 3 (heKTa OT HEMHBA3MBHO PeCnMPaToOpHOI

nopnepxku / Invasive mechanical ventilation started in the absence of effect from non-invasive respiratory support

[la/ Yes
Het / No
Na/Yes
Het / No
[a/ Yes
Het / No
Na/ Yes
Het / No
[a/ Yes
Het / No
[a/ Yes
Het / No
Na/ 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
la/ Yes
Het / No
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10. METOA10/107'UAA PA3PABOTKHU
KITMHUYECKUX PEKOMEHOALIUA

MeTofbl, MCMOMb30BaHHbIE 1A cOopa/ceneKkumm aoKa-
3aTefbCTB: MOMUCK B 3IEKTPOHHbIX 0a3ax [aHHbIX, 3aKoHax
1 HOpPMaTUBHbIX AOKyMeHTax Poccuiickoin Oepepaumm >0,

OnucaHne MeTofOB, WUCMOMb30BaHHbIX Ans cbopa/ce-
NEeKUMN [L0Ka3aTenbCTB: [A0Ka3aTeNlbHoM 0a3oit Ans peko-
MeHJauMiA cTanu nybnukauum, soweswwme B KoxpaHoBCKyto
oubnmoteky, 6asbl aaHHbIx PubMed, EMBASE n MEDLINE,
Scopus, Web of Science, eLibrary, clinicaltrial.gov, anekTpoH-
Hble OUOMIMOTEKM, KITMHUYECKWUE PEKOMEHALMM, pasMeLLEeH-
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. InybuHa noucka coctaBuna
20 ner.

B npouecce MOAroTOBKM KIMHUYECKUX PeKOMeHAaLMM
ObinM chopMynMpoBaHbl KIYeBLIE BOMpOCH! Mo dopMyre
PIPOH:

+ P (population) — nonynsuus naumMeHToB U XapaKTepu-
CTWKa 3abonieBaHus (HOBOPOXAeHHbIe ¢ cencucoM v CLL);

| (interventions) — BMeLLaTeNbCTBa (MepPoONpUSATUSA UH-

TEHCUBHOMN Tepanum);

« P (professionals) — ueneBas ayautopust KIMHUYECKUX
PeKOMeHAaLMI (Bpaun aHecTe3unosoru-peaHuMaTonorm,
Bpauu-HEOHaTONOrM, Bpaunu-neamaTpbl, Bpaun-xmpypru,
BpauM-UHBEKLMOHUCTI);

+ 0 (outcomes) — oxwuaaeEMble UCXOAbI, KOTOPbIE MOTYT ObITb
yNyuLLEHb (MCX0Abl NALWMEHTOB, NOKA3aTe/M CUCTEMbI 3Apa-
BOOXPaHEHMS, AMMAEMMONIOTYECKIe NOKa3aTesm U fp.);

+ H (health care setting) — MecTo 0Ka3aHus MeaMULMHCKOM
noMoluy (ambynatopus, ctaunoHap, OPUT).

2 (MepepanbHbiit 3aKoH o1 21.11.2011 N 323-03 «06 ocHosax oxpa-
Hbl 30,0p0OBbA rpaxaaH B Poccuiickoit Pepepaumm».

3 Mpuka3s MuHucTepcTBa 3apasooxpaHeHns PO ot 12 Hosbps 2012 .
N2 9094 «00 yTBEpXAEHUM MOpAAKA OKa3aHUs MeLMLMHCKOWA MOMOLLY
LEeTAM No Npoduiio «aHecTe3nosorus U peaHMaTonorus».

“ Mpuka3s MuHMCcTepCTBa 30paBOOXPaHEHNA W COLMAILHOMO passuTua PO
oT 1 Hostbps 2004 r. N° 179 «06 yTBepKaeHWM NOpsAKa OKa3aHWs CKOPOM Me-
JVLMHCKOI MoMoLLm» (C u3MeHeHuamu ot 2 aBrycta 2010 ., 15 mapTa 2011T.).

5 MMpuKa3s MunmcTepctsa 3apaBooxpaHenns PO ot 28 oktabpsa 2020 r.
N2 1170H «06 yTBepXAEHWUM MOpsLAKa OKa3aHWS MEeMLIMHCKOM MoMOLLM
HaceneH!o No NpoGuUio «TpaHCc(y3nomorus».

¢ Mpuka3s MuHucTepcTBa 3apasooxpaHeHns PO ot 15 Hosbps 2012 .
Ne 921H «06 yTBepxaeHUM NopALKa OKasaHUs MeAMLMHCKON MOMOLLM
no npodunio «HeoHaTonorms».

7 Mpuka3 MumctepcTaa 3apasooxpatenna PO ot 10 Mas 2017 1. N@ 203u
«00 yTBEPIKAEHUN KPUTEPUEB OLIEHKW Ka4ecTBa MeMUMHCKON NOMOLLIY.

8 MexayHapofiHas KnaccuduKaLma bonesHeld, TpPaBM U COCTOSHMIA,
BAMSIOLLMX Ha 3a0poBbe, 10-ro nepecmotpa (MKB-10) (BcemupHas opra-
HW3auus 3apaBooxpaHerus), Bepcus 2019.

? HoMeHKnaTypa MeauuMHCKUX ycyr (Mpukas Munsgpasa Poccun
ot 13 okTs6ps 2017 r. N2 804H).

10 MepeueHb MM3HEHHO HEOBXOANMBIX M BaKHEMLLMX JIEKAPCTBEHHBIX
npenapatoB Ha 2023 r. (Pacnopsenue Mpasutensctaa PO ot 12 okTA6ps
2019 r. N2 2406-p).
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MeToabl, MCMoJIb30BaHHbIE 1A OLEHKM KauyecTsBa 1 CUbl

JI0Ka3aTesbCTB:
+  KOHCEHCYC 3KCMepToB;
¢ OLEHKa 3HaYMMOCTU B COOTBETCTBMM C PEUTUHIOBOM

CXEMOIA.

LLIKanbl OLLeHKM YPOBHEN [,OCTOBEPHOCTU A0Ka3aTesNbCTB
(YOD) nns MeTogoB AMAarHOCTUKM, MPOMUNAKTUKY, JieYeHMs
M peabunutaumm (OMarHOCTMYECKMX, NPOQUNAKTUYECKMX,
NeyebHbIX, peabuaMTaUMOHHBIX BMeLLaTeNbCTB) € paclumne-
POBKOW W LUKana OLEHKW YPOBHei yoeauTeNnbHOCTU peKo-
MeHaaumi (YYP) ons MeToa0B npodunakTuKKM, AMarHoCTUKH,
NeyeHns u peabunutaumm (NPodUNAKTUYECKMX, AMArHO-
CTUYECKMX, JIeYeBHbIX, peabunmTaUunoHHbIX BMELLATENbCTB)
npeAacTaBsieHbl B Tabn. 17-19.

MeToabl, UCNofb30BaHHbIE A/ aHanM3a [0Kasa-
TeNbCTB:

+ 0030pbl 0MY6NMKOBaHHLIX MeTaaHanM30B;
+  CUCTEMaTUYecKue 0030pbl ¢ TabNMLaMK JOKa3aTeNbCTB.

OnucaHne MeToA0B, MCMOJIb30BaHHLIX AJ1S aHanu3a
JOKa3aTenbCTB

Mpu otbope nybnnMKaumit Kak NOTEHLMaNbHbIX MCTOY-
HUKOB [10Ka3aTesIbCTB UCMO/b30BaHHAA B KaX/JoM uccre-
[0BaHUM MeToA0morus Msyyanacb Ans Toro, 4robbl ybe-
ONTbCA B ee Ba/MAHOCTU. MeTojonornyeckoe K3ydeHue
basupoBanocb Ha BoOMpocaX, CHOKYCMPOBaHHLIX Ha Tex
0CODEHHOCTAX AM3alHa MCCefoBaHWA, KOTOpble OKasbl-
BalOT CYLLECTBEHHOE B/IMSIHME Ha BaNMHOCTb Pe3yNbTaToB
1 BbIBOA0B.

[ng MMHUMM3aLMK NOTEHLMANBHBIX OLUMOOK CYObEKTUB-
HOr0 XapaKTepa Ka[0e UCCNef0BaHMe OLEeHMBANOCh He3a-
BMCMMO, N0 MeHbLLEN Mepe ABYMs YneHaMm paboyeit rpynmbl.
Kakue-nnbo pasnuums B oLeHKax 00cyXaanucb BCen rpyn-
MoW B MOJIHOM cocTaBe. [pn HeBO3MOXKHOCTU AOCTUMEHMS
KOHCEHCYyCa NPMBIIEKaNCA He3aBUCUMBIN 3KCMEpT.

JIKOHOMMYECKMI aHanM3: aHanu3 CTOMMOCTM He NpoBO-
amncs, 1 nybnukaumm no papMakosKOHOMUKE He aHanusu-
pOBanMCh.

MeToA BanMaM3aLmn peKoMeHAaLmiA:

*  BHELUHSIAl 3KCMEePTHas OLIEHKa;
*  BHYTPEHHSS 3KCMepTHas OLeHKa.

OnucaHne MeTofa BanuaUsaLum peKoMeH aL i

HacTosme pekoMeHaaumu B NpeiBapUTeNbHON BepCUM
OblfM peLeH3MpoBaHbl HE3aBMCMMbIMU 3KCMEPTaMM, KOTOPbIX
MONpPOCKNM NPOKOMMEHTUPOBATb NPEXKE BCET0 TO, HACKOSIb-
KO MHTEpNpeTaLms JOKa3aTeNbCTB, IEXaLlUMX B 0CHOBE PEKO-
MeHAaLMI, JOCTYMHA AN NOHUMaHMS.

MonyyeHbl KOMMEHTapUK CO CTOPOHbLI Bpayen nepBuy-
HOr0 3B€Ha M Y4aCTKOBbLIX NeANaTPOB B OTHOLLEHMM [LOX0[-
UMBOCTM U3JI0KEHNS PEKOMEHALMIA U UX OLIEHKW BaXKHOCTM
PEKOMEHauUMiA KaK paboyero MHCTPYMeHTa NoBCeAHEBHOM
MPaKTUKM.

lpenBapuTenbHas Bepcus Takxe bbina HanpasneHa pe-
LLEH3€EHTY, He UMeloLLLEMY MeaULMHCKOro 0bpa3oBaHus, ans
MoNYy4YeHNs KOMMEHTapWEB C TOYKM 3peHUs pOAUTENEN HOBO-
poxaeHHoro ¢ cencucom/CLL.
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Ta6nuua 17. LLikana oLeHKM ypoBHel [OCTOBEPHOCTM ioKa3aTenbeTs (Y1) Ans MeTOA0B AMArHOCTUKY (IMarHOCTUHECKUX BMeLLATeNbCTB)
Table 17. Scale for assessing levels of evidence (LE) for diagnostic methods (diagnostic interventions)

VAL /LE |

Pacwudposka / Description

Cuctematnyeckume 0630pr UCCNea0BaHNN C KOHTpOJsIEM pe¢epeHCHbIM METO/ZI0M WM CUCTEMATUYECKUIA 0630p pPaHAOMU3N-

meta-analysis

POBaHHbIX KIIMHWYECKUX UCCIe[0BaHMIA C NPUMEHeHNeM MeTaaHannsa /
Systematic reviews of studies controlled by reference method or systematic review of randomized clinical trials using

OToenbHble UCCNEA0BaHNUSA C KOHTPOsEM pedepeHCHbIM METOLOM MW OTAENbHbIE PaHAOMU3MPOBaHHbIE KIMHUYECKWE

1ccnesioBaHus U cucteMaTtudeckue 0630pbl MccneaoBaHuii Niboro Au3aiiHa, 3a UCKIIOYEHNEM PaHL0MU3UPOBaHHbIX
2 KIIMHUYECKUX MCCNEeS0BaHUI, C MPUMEHEHUEM MeTaaHanusa /

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

WccnenoBanus 6e3 nocnefoBaTenbHOrO KOHTpOSiA perGPEHCHbIM MeTo[0M Unun uccnenoBaHua c pedJGPEHCHbIM METOZ0M,
He ABNANLWMMCA He3aBUCUMbBIM OT UCCnenyeMoro MetToaa Win HepaHaoM1U3npoBaHHbIe CpaBHUTEJIbHbIE UCCNIeA0BaHUA,

3 B TOM 4uC/ie KOropTHble UccnenoBaHuA /

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

4 HecpaBHuTeNbHbIE UCCNEA0BaHMS, OnMcaHWe KiMHnyeckoro ciydast / Non-comparative studies, case report

NMeeTca nuwb 060cHOBaHWE MexaHWU3Ma AeiCTBUS UM MHeHMe SKCMepToB /
There is only a rationale for the mechanism of action or expert opinion

Ta6nuua 18. Llkana oueHku ypoBHel focToBepHOCTH fokasaTenbcTs (Y[I[I) ans MeTofoB npounakTuky, nedeHns u peabunuraumm

(NpocdunakTUYeCKUX, NeyebHbIX, PeabUnUTaLMOHHBIX BMELLATESNLCTB)

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

(preventive, therapeutic, rehabilitation interventions)

YA/ LE |

Paciumdposka / Description

1

CucTeMaTnyecKuii 0630p paHA0MM3MPOBAHHBIX KOHTPONMpYeMbIX uccneoBanuii (PKW) ¢ npumeHeHneM MeTaaHanmsa /
Systematic review of randomized controlled trials (RCTs) using meta-analysis

OtpmensHble PKU n cuctematyeckune 063opel nccneoBaHui nioboro AusaiiHa, 3a ucknoyeHneM PKU, ¢ npumeHennem

2 s . . . .
MeTaaHanu3a / Selected RCTs and systematic reviews of studies of any design except RCTs using meta-analysis

3 HepaHaoMu3upoBaHHble CpaBHUTENbHbIE MCCIE[0BaHNSA, B TOM YMC/e KOTOPTHbIE UCCNefoBaHNs /
Non-randomized comparative studies, including cohort studies

4 HecpaBHuTENbHbIE MCCIEA0BAHWSA, ONMCAHNE KIIMHWUYECKOTO Cy4as WM CepuM Cy4aeB, UCCe0BaHms
«cnyyail-KoHTponb» / Non-comparative studies, case report or case series, case-control studies

5 NmeeTcs nuwb 0bocHOBaHMe MexaHU3Ma AeiCTBISA BMeLLATeNbCTBa (HOKIMHUYECKME CCIIE[0BaHMS) I MHEHMe 3KCnepToB /

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

KoMMeHTapuu, nomyyeHHble OT 3KCMEpTOB, TLIATENb-
HO CUCTEMATM3MPOBAaNMCh, M 0DCYKLanMCb Npeaceaarenem
1 uneHamm paboyen rpynnbl. Kaxabiie NyHKT obcyxpancs,
1 BHOCUMbIE B PesysbTaTe 3T0ro U3MeHeHUs B peKOMeHaaLmm
peructpupoBanucb. Ecnn 3Ke M3MeHeHUs He BHOCUNUCB, TO
PerncTpMpoBannCh NPUYMHBI 0TKA3a OT BHECEHUS M3MEHEHMI.

KoHcynbTauums u akcnepTHas oueHKa

lMocnegHne M3MeHeHMst B HACTOSALLMX PEKOMEHLALMAX
MpeACTaBeHbl LJ1A AUCKYCCUU B MPeABapUTESIbHON BEPCUM.
O6HoBNEHHas Bepcus ANs LUMPOKOro obcyxaeHus Obina
pa3MmeLLeHa Ha caiTe Poccuitckoro obLuectBa HEOHATO0M0B
(POH) "' ns Toro, uToBbI BCe 3aMHTEPECOBaHHbIE UL UMeH
BO3MOXHOCTb NPUHATbL y4acTue B 0OCYKOEHUN N COBEPLLEH-
CTBOBaHMM PEKOMEHAALMIA.

" Pexxum moctyna www.neonatology.pro, https://portalcr.minzdrav.
gov.ru/ [lata obpatienus 06.11.2024.

00I: https://doi.org/10.17816/PED1545-53

[poeKT peKoMeHAaUmii peLeH3VNpoBaH He3aBUCUMbIMY
3KCMepTaMm, KOTOpbIX NOMPOCKNW MPOKOMMEHTUPOBATh Mpe-
X[€ BCEro [oX044YMBOCTb M TOYHOCTb MHTEpMpeTaLmM AoKa-
3aTeNibHOM basbl, NeXallen B 0CHOBE pEKOMEHAALMMN.

[lns oKoHYaTeNbHOW pefakLmMu U KOHTPONS KayecTBa pe-
KOMeH[auuW 6binn NOBTOPHO NpOaHanM3upoBaHbl YieHaMu
paboyeii rpynmbl, KOTOpbIE MPULLM K 3aKIIIOYEHMIO, YTO BCE
3aMeyaHusi U KOMMEHTapUW 3KCMepTOB MPUHATHI BO BHUMa-
HWe, PUCK cucTeMaTUYeCKUX oWKMbOK Npu pa3paboTke peKo-
MeHAaLNUN CBeJEH K MUHUMYMY.

LieneBas ayamTopus AaHHbIX KIMHUYECKUX PeKOMeHAALMM:

1) Bpaum aHecTe3non0ru-peaHuMaTonory;

2) Bpauu-HeoHaTonory;

3) Bpaum-neamaTpol;

4) Bpaun-xupyprv;

5) Bpaun-MHMEKLMOHNCTI;

6) Bpaun — KAMHMYecKue dhapMaKosoru.
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Tabnuua 19. Lkana oueHku ypoBHei ybeauTenbHocTM peroMeHpaumin (YYP) ans MeTogoB Npo@unaKTUKK, OMArHOCTUKM, NeYeHus

n peaﬁVlJ'IVITaLI,VIVI (I'IpOd)VIﬂaKTI/ILIECKVIX, [JNarHoCTUYECKUX, NeYebHbIX, peaﬁMﬂVlTaLl,MOHHbIX BMEIJJaTEJ'IbCTB)

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 |

Paciumdposka / Description

CunbHas peKoMeHAaUMs [Bce paccMaTpuaeMble Kputepum adhdeKTUBHOCTY (MCXobl) SABASKOTCA BaXHbIMK, BCE UCCNEa0-
BaHWsl UMEKOT BbICOKOE W/ Y0B/IETBOPUTENBHOE METOA0MI0MMYECKOE KaueCTBO, UX BbIBOALI MO UHTEPECYIOLLMM UCXOLaM
ABNAKTCA 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 peKoMeHaaLms [He Bce paccMaTpuBaeMble Kputepin 3dheKTUBHOCTM (MCXOAbI) ABNSAIOTCA BaXKHbIMU, He BCE
WCCNe0BaHNsA UMEIOT BbICOKOE WM YA0BNIETBOPUTENIBHOE METOAO0NIOMMYECKOE KAaYeCTBO WU/WiU UX BbIBOLbI MO MHTEPECYHo-
LUIMM MCXOAaM He sBNisiloTCs cornacoBaHHbiMU] / 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 pekoMeHaaums (0TCyTCTBME [LOKa3aTe/NbCTB HAZeaLLero KayecTsa [Bce paccMaTpuBaeMble Kputepun b deKTvB-
HOCTY (MCXo[bl) ABNSAKOTCA HEBAXXHBIMU, BCE UCCIEA0BAHMS UMEIOT HU3KOE MEeTOA0M0rMYecKoe KayecTBo U UX BbIBOAI

Mo MHTEpeCyLMM MCXOfaM He ABNSoTCA cornacoBaHHbIMU] / 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]

3AKJIOHEHUE

Cencuc HOBOPOXAEHHbIX — robanbHas npobnema
3[pPaBOOXPaHEHUs BCEX CTpaH MMpa, CyLIecTByLas Ha
MPOTSXEHNM MHOTUX [ECATUNETUI, HECMOTPSA Ha NOSBEHME
HOBbIX JIEKApCTBEHHbIX NPenapaToB U MeTo[I0B Tepanuu, YTo
CBUIETENbCTBYET 06 OTCYTCTBMM O[HO3HAYHOTO PeLLeHus,
KOTOpOEe MOXKET bbiTb HaMAEHO TONIbKO MPM UCMOMb30BaHMM
MyﬂbTI/I,EI,VICLl,VII'IﬂVIHapHOFO noaxona, CBOGBpEMEHHOFO n 060-
CHOBAHHOTO UCMOJIb30BaHMsA BCEX PECYpPCOB, HauMHas C Lin-
POKOro NpUMEHEHMSI METOA0B NPOdUIAKTUKM, ONTUMAbHOM
OpraH13aLmm neyebHoOro npouecca U ycTpaHeHus (akTopoB
pUCKa pa3BMTUA HebNaronpuATHOro UCXoAa 3aboneBaHus,
KJTl0Yas coUmanbHble U ATPOreHHbIE.

MpencTaBneHHbIA NPOEKT KIMHUYECKNX PeKoMeHaLui
ABNAETCA MepBoi MOMbITKON 0DOLLEHUAA U BCECTOPOHHEND
aHanM3a MMEIOLLMXCA AaHHbIX N0 NPodUNaKTUKe, AuMarHo-
CTUKE M JIEYEHUI0 HEOHATANIbHOMO Cencuca, KOTopblii MOXKeT
MOMOYb Bpayy-KIMHWLMCTY MPUHSATb ONTUManbHoe 060cHo-
BaHHOE peLUeHKe 0 MeToAax JieYeHNs KOHKPETHOrO NalmMeHTa
C YYETOM ero MHAMBUAYasbHbIX 0COBEHHOCTEN.
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3uteponnactuka Yang-Monti B Mogudmukauum Casale
NpU CUHAPOME KOPOTKOM KULLKU: NpeABapUTesIbHbINA
reoMeTpuYeCKMU aHanus

A.B. Kocynun, A.B. NoakamMeHes, H.A. JlykuHa, A.K. AsgoBsckas, E.A. MenbHuKoBa, P.A. Tu

CaHkT-INeTepbyprckui rocyfapcTBeHHbIN NeAUaTPUYECKUA MeAULIMHCKIUA YHnBepcuTeT, CaHkT-Iletepbypr, Poccus

AHHOTALNA

AxTyanbHocTb. B HacTosiLLee BpeMsi OCHOBHBIM HanpaB/IEHEM XVPYPrUYECKON KOPPEKLMW CUHAPOMA KOPOTKOW KULLKM SIB-
NAKOTCA ayTONOTMYECKUE PEKOHCTPYKTUBHbIE BMeLUaTeNbCTBa. [1peficTaBNsieT MHTEpEC pacCMOTPEHWE B [LAHHOM KOHTEKCTe
3HTEpOoMnacTUKK no crnocoby Yang—Monti B Moandukaumm Casale. CyTb MeToga CBOAMTCS K pacceyeHuto NpoTUBOOpbIKeeY-
HOro Kpasi CerMeHTa TOHKOW KMLUKM QUIYpHBIM pa3pe3oM M MOBTOPHOI Tybynspu3auuu noA YrioM K IMHUA NpUKpeneHus
OpbIKENKY, B pe3yNbTaTe Yero CErMeHT KULLKKU NpuobpeTaeT 6oMbLUYI0 AJIMHY U MEHBLUYIO LUMPUHY.

Lenb — onpepenexve reoMeTpuyeckux MapamMeTpoB KMLLEYHOrO CEerMeHTa, MpW KOTOPbIX 3HTEpOnfacTMka no crnocoby
Yang—-Monti B Moandukaumm Casale MoxeT bbITb MCMONb30BaHA AN XMPYPTUYECKOTO JIeYEHUs CUHAPOMA KOPOTKON KULLKM.
Matepuanbl u MeToapl. PaccMoTpeHa MaTeMaTyecKast MOJeSib, ONUCHIBAKOLLAA 3aBUCMMOCTb Pe3ymbTUPYIOLLMX FeOMETpU-
YECKWX MapaMeTPOB KULLKKM NpY BbIMOSHEHUM SHTEPOMAACTUKM OT UCXOAHBIX AfMHBbI U WKMpUHBI. B KayecTBe 0bbekTa aHa-
N33 UCMOoNb30BaHa LMIMHAPUYECKas NOBEPXHOCTb. [11s onpefeneHns 3aBUCKMOCTM AJIMHBI W LUMPUHBI CEMMEHTA KULLKM
Mocse BbINOSIHEHUS! SHTEPONIACTUKM OT UCXOLHBIX Pa3MepHbIX MapamMeTpoB Obina paccMOTpeHa pasBepTKa LMIMHAPUYECKON
MOBEPXHOCTM, pacceyeHHoN GUrypHbIM pa3pe3oM. Pe3ynbTupylowlas LUMPMHA CErMeHTa KULLKW BbIYMCIANACch KaK MOoBM-
Ha pacCcTOSHUA MeX Ay COBMELLAeMbIMU MPU BbIMOIHEHUW SHTEPOMIACTUKM TOUKaMu. PesynbTupylollas finHa BbluUCTISANACh
KaK OTHOLLEHMWE NoLafu NOBEPXHOCTU K pe3ynbTUpYIOLLE LMPUHE.

Pe3ynbTathl. YcTaHOBNEHO, YTO 3HTEPOMIACTMKA MPUBOAMUT K 3HAUMMOMY YBESIMUEHMIO AJIMHBI M YMEHBLLUEHUIO LWIMPUHBI Cer-
MEHTa KULLKU B Cly4ae, eciiM UCXOJHasA LIMHA NPEBOCXOAMT UCXOAHYIO LUMPUHY He Bonee, yeM B 2,5 pa3a. bbino nokasaHo,
YTO pesynbTUPYIOLIAsA LUMPUHA CErMeHTa KMULLKKU MOC/e BbIMOHEHWS 3HTEPOMNIACTMKW COOTBETCTBYET LIeNeBOMY 3HAYeHUIo
20 + 2 MM npu ucxopHoi anmHe 60-80 MM M ucxogHom wupuHe 30—65 MM.

BbiBogbl. 3HTeponnacTiKa no cnocoby Yang—Monti B MoanduKaumum Casale MoxeT paccMaTpuBaTbCs Kak BCIOMOraTeslbHbIii
METO[, MHTECTUHAMbHOWM PEKOHCTPYKLMM M0 NOBOAY CUHLPOMA KOPOTKOW KULLIKM NpU [UIMHE KULWEeYHoro cerMeHTa 60—-80 MM,
wupuHe 30—65 MM M COOTHOLLEHMM ANMHBI K LUMPUHE He bonee 2,5: 1.

KnioueBble cnoBa: ayTonormyeckas PeKOHCTPYKTUBHAs XMPYPrusi; CMHAPOM KOPOTKOW KMWKK; onepaums Yang—Monti;
MaTeMaTMYecKoe MoJeNupoBaHue.
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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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OPATVHASTBHBIE CTATBM

AKTYAJIbHOCTb

Mocne peseKumn 3HAUMTENBHOTO CErMEHTa TOHKOM KULL-
KM 0CTaBLUAACA KULLIKa npeTepneBaeT psg Mophoornyeckux
U QYHKUMOHANBHBIX U3MEHEHWIA, NOSTYYMBLUMX Ha3BaHUE Ku-
LweyHoi aganTaumm [26]. C MakpoMopdonornieckon TOYKU
3peHus KULLeYHas afanTauus 3aK/4yaeTca B YBeIMYEHUU
LJIMHBI U LUMPUHBI KULIKW. [py BnaronpusaTHOM TeYeHu npo-
Liecca afianTaumm JocTUraeTcs nosiHas aHTepasnbHas aBToOHo-
MU, TO eCTb COCTOSIHWE, NPW KOTOPOM OpraHu3M crnocobeH
nony4atb TpebyeMoe KONMYECTBO HYTPUEHTOB 0e3 MmapeH-
TepanbHoi noanepxku [3, 10]. Tem He MeHee B psage cny-
yaes (npu notepe Gonee 75 % Kuwwkm [6, 19]) aHTepanbHas
aBTOMOHOMMS He [OCTUraeTcs Mbo [OCTUraeTcs YacTUyHO,
B pe3y/ibTaTte Yero hopMuUpyeTcs CUHAPOM KOPOTKOW KULLIKK,
onpefenseMbli Kak CUMNTOMOKOMIEKC SHTEpaNbHOM Heflo-
CTaTOYHOCTM, BeAyLMiA K NporpeccupyloLlen Tpodonoruye-
CKOMW HeLO0CTAaTOMHOCTM U CUCTEMHBIM HapyLUEeHUsAM [2].

XapaKTepHblit MOPdOIOrMYECKWIA NPU3HAK CUHAPOMA KO-
POTKOW KULLKM — YyBeNUYeHWe anametpa ee npoceeta [17].
HeKoTopble aBTOpbI CYUTAKOT AMMATALMIO 3IEMEHTOM KULLIEY-
HoOM apjanTtaumv [14], opyrue paccMaTpuBalOT ee KaKk naTo-
norndyeckoe asnenve [11]. unataumsa TOHKOW KULLKKU ABNA-
eTCA HebnaronpusaTHLIM NPOrHOCTUYECKMM dakTopoMm [17],
a TaKKe CBA3aHa C MNOBbILLIEHHBIM PUCKOM CUHAPOMA MOBbI-
LUeHHOro baKkTepuanbHoro pocta [5] 1 pa3BUTUS CENTUYECKMX
ocnoxHeHun [11]. MaumneHTbl ¢ pacluMPeHHO KOPOTKOIA KLLI-
KO CTaHOBATCA KaHAMAATaMU 1S ayTONOTUYECKUX PEKOH-
CTPYKTMBHbIX onepaumn [14, 21, 27], obwas 3afaya KoTo-
PbIX COCTOUT B M3MEHEHWUM KOHPUTypaLmm KULLeYHoW TpybKu
TakuM 0bpasoM, utobbl obecneunTb yBeNMYEHUE BpEMEHH
TPaH3uTa COLEPKUMOr0 MpU OTHOCUTENTBHOM YMEHbLUEHUM
€ro NpoCBETHOM (He KOHTaKTUpYlOLLel ¢ anuTenuem) dasbl
1 MMHUMAIBbHON NOTepe KuLweyHon cTelkm [1, 7, 19].

Hanbonbluee pacnpoctpaHeHue nonyumnum cnocobol LILT
(longitudinal intestinal lengthening and tailoring — npo-
AONbHOE YANMHeHWe KuweyHuka) u STEP (serial transverse
enteroplasty — nocnegoBartenbHas nonepeyHas aHTeponnia-
ctuka) [17], npuyeM oTMeyaeTcs TEHAEHUMS K BbITECHEHMIO
nepBoro cnocoba BTopbiM [21, 27], no-BMAMMOMY, B CBA3U
C TexHMYecKon cnoxHocTbto LILT n HecMoTps Ha MeHee pa-
LiMOHaNbHOE MCMOJIb30BaHNE UMEIOLLENCS KULLEYHON CTEHKY
npu STEP. HecMoTpsa Ha HafleXXHOCTb M BOCNPOU3BOAMMOCTb
LaHHbIX METOLMK, UM CBOWUCTBEHHbI TEXHUYECKWE OrpaHuye-
HUWA, CBA3aHHbIE C TPeBOBAHMAMM K UCXOAHOM KOHOUIypaLmuu
KuwweyHoro cermenTa [16, 20], B To BpeMs KaK anbTepHaTvB-
Hble MOAXO0AbI K U3MEHEHMI0 KOHbMIypaLmv AunaTMpoBaHHoM
KULLKKM b0 mpefcTaBieHbl HeOO0NbLIMMA CEPUSMM KITMHH-
yeckux Habmogenun (SILT — spiral intestinal lengthening
and tailoring, cnupanbHoe npoaonbHoe yanuHeHue [13],
[BYCTBOJIbHAA 3HTeponnacTuka [25], ayoaeHonnactuka no-
nepeyHbIMM NockyTamu [8]), inbo ocTatoTcs nabopaTopHbIMU
(eHoMeHaMKM (AMCTPaKUMOHHBIA 3HTeporeHes [15, 18, 23])
UMM TEOPeTUYECKUMM npennioxeHusMn (bopMupoBaHue
«CnMpanbHOro KnanaHa» [24]). B cBAsu ¢ 3TuM npeacrasnset
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leanatp

Puc. 1. 3nteponnactuka Yang—Monti B Moandukaumm Casale
Fig. 1. Yang-Monti-Casale procedure

WHTEpPeC PacCMOTPEHUE B KOHTEKCTE ayTONOrMYEcKoi pe-
KOHCTPYKTMBHOM XWPYPriW KMLLEYHWKA LUMPOKO NPUMEHS-
eMOI B yponoruu TexHukm [9, 22, 28] — aHTeponnactmku
no cnocoby Yang—Monti B Mogudmkaumm Casale [12]. Cytb
MeTofla CBOAMTCA K pacCeyeHuio MpoTMBOOpbIXKEeyHO-
ro Kpas CerMeHTa TOHKOM KULWKU UrypHbIM paspes3oM
W NMOBTOPHOW Tybynspusauuu nog yraoM K JIMHUKM Npu-
KpenneHus OpbIKENKM, B pe3ynbTaTe Yero CEerMeHT KULL-
K npuobpeTaeT GONbLIYID [LAMHY W MEHbLUYIO LUMPUHY
(puc. 1).

Lene uccnedosaHus — onpepeneHne reoMeTpuyeckux
MapaMeTpoB KULIEYHOTO CErMeHTa, MpW KOTOpbIX 3HTepo-
nnacTvka no criocoby Yang—Monti B Mogndumkaumm Casale
MOXET BbITb MCMONb30BaHa AN XMPYPrUYEcKoro JieyeHus
CMHLPOMa KOPOTKOW KULLKW.

lepen reoMeTpuyecKMM aHannu3oM Obiiv MocCTaBlieHb
crenytoLme 3ajaum:

1) ycTaHOBUTb 3aBUCUMOCTb AJIMHBI U LUMPUHBI CETMEHTa
KULLKM Nocnie BbIMOSIHEHWS 3HTEPOMIACTUKM OT UCXOAHbBIX
Pa3MepHbIX NapaMeTPOB CErMeHTa KULLKK U MPOTAXEHHOCTH
nornepeyHoro paspesa;

2) onpefenuThb, MpU KaKoM COOTHOLUEHUW AJIMHBI W LIK-
PUHBI CErMEHTa KULLKM 3 dEKT 3HTEpONIacTUKy (yBennyeHmne
LJVHbI M YMEHbLUEHWE LUMPUHBI) ABNISAIETCA HaubosbLLMM;

3) BbISICHUTb, MPW KaKUX 3HAYEHUSX AJUHBI U LUMPUHBI
CErMeHTa KMLUKM 3HTEpONnnacTMka NpuMBOAMT K dopMupo-
BaHWIO YIJIMHEHHOTO NO CPaBHEHMIO C UCXOAHLIM CErMEHTa
wupunHon 20 + 2 MM.

MATEPWUAJIbI U METObI

B kauecTBe 06beKTa reOMETPUYECKOr0 aHanM3a Ucnosb-
30BaHa LMNMHAPUYECKas NOBEPXHOCTb, XapaKTepusyemas
ABYMS napameTpamu: AnuHoi (L) u wupuHoi (H), paBHoil
MONOBMHE ANMHBI OKPYXXHOCTU. B paMkax MaTeMaTuyeckoro
MOZLENMPOBaHNSA NMPUHAMANOCh, YTO MOBEPXHOCTb HE MMeeT
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TONLWMUHBI U SBNAETCA HEPaCTSIKUMOMW. YMeHbLUeHWe nno-
LiaayM NOBEPXHOCTU MPU HANOXEHWM LIBA HE Y4YMTHIBANOCH.
PaccMaTpuBanmuch TOMBKO TakuWe BapuaHTbl MOBEPXHOCTH,
KOrAa A/MHa NpeBOCXOAMT LUMpUHY. B KayecTBe napametpa
3HTEPONNaCcTUKM y4uTbIBaNach ASMHA MOMNEPEYHOro paspe-
33 X, BblpaXKeHHas B [0Jie OT UCXOLHOW LUMPUHBI CerMeHTa
KMLLIKMU.

[ins onpeneneHns 3aBUCMMOCTW [JIMHBI U LUMPUHBI Cer-
MEHTa KULLKM Nocne BbINOMHeHUs 3HTeponnactuku (L' n H')
OT WUCXOLHbIX pa3MepHbIX MapaMeTpoB Obia paccMOTpeHa
pasBepTKa LMAMHAPUYECKON MNOBEPXHOCTU, PacCeYeHHOI
nocepesiuHe norepeyHbIM paspe3oM AauHoi H x X u aByMs
NPOAONbHBIMK pa3pe3amu OT KOHLIOB MOMepeyHoro paspesa
[0 Kpas LMIAMHAPWUYECKOW MoBepxHOCTH. PesynbTupytolas
LUMpUHA CerMeHTa KULWKW (H') BbluMCAANach Kak MosoBuHa
PaccTosHUA MeXAY COBMELLAeMbIMU NPU BbINOSHEHUM 3HTe-
ponnacTUKM To4Kamm A u B (puc. 2).

Wcxops U3 NpUHATOro JONYLLEHWS, YTO MPU BbIMOTHEHUN
3HTEPOMNACTMKM NOWafb NOBEPXHOCTU CETMEHTA KULLKM
OCTaeTCs HEeM3MEHHOW, pe3ynbTupylowas aamHa (L) Bbi-
YncnANach Kak OTHOLLEHWe nowaau nosepxHoctn (L x H)
K pesynbTUPYIOLLEN LUMPUHE.

[ins BbIACHEHWS, MPW KaKOM COOTHOLLEHUW ASUHBI W LUK-
PVHbI CErMEHTa KULLKW SHTeponnacTvka byaet addeKTuBHON,
BbIMOJTHEH MOMCK 3Ha4eHusi OTHoLeHusa L:H, npu KotopoM
B pe3ynbTaTe 3HTEPONNACTUKM [JIMHA W LIMPUHA CerMeHTa
KULLKM He u3MeHsTcs (H' = H; L' = L), a TakKe 3HaueHus, npu
KOTOPbIX AIMHA U LWMpUHA ByayT uameHaTbea B 1,5-2,5 pasa
c warom 0,5.

Yrobbl onpenenuTb, Npy Kaknx 3HAYEHMSAX AJIMHBI U LUK-
PUHBI CETMEHT KWLLKU MOC/e BbIMOSHEHUS 3HTEPOMIacTUKK
OyneT uMeTb WmMpuHy 20 £ 2 MM, pacCMOTpeHbl AMCKPeT-
Hble 3HayeHus L u H ¢ waroM 5 MM. 3HauMMbIMK CYMTaNUCh
Takue napbl L 1 H, npu nofcTaHOBKe KOTOPbIX B GOpMyIb
(1) n (2) (cM. nanee) pe3ynbTupylowas WnpkHa H' Haxoau-
nacb B npefenax 3aflaHHoro WHTepBana npu YCroBuM, YTo
ucxofHas anavHa L Gbina bonblue UCXOLHOW LMPWHBI H.
[ina 3HaumMblx nap L u H BbluMcisanack pesynstupyioLLas
AnvHa L',

A
v

2Hx

Puc. 2. Vicnonb3yeMas B pacyeTax LMIMHAPUYECKas NOBEPXHOCTb
U ee pa3BepTKa
Fig. 2. Cylindrical surface net used in calculation
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PE3YJIbTATbI

PacctosHue mexay Toukamu A u B Ha pasBepTke pac-
CEYEHHOMN LMNMHAPUYECKOW NOBEPXHOCTU PaBHO FMMOTEHY-
3e npaMmoyronbHoro TpeyronbHuka ABC. Katet AC nmeet
BAnHy 2H — 2H x x; kateT BC umeet aanHy 1/2 x L. Takum
06pa3oM, LWMpMHA CerMeHTa KULLIKK NOCHe BbIMOSHEHMUS 3H-
TeponnacTuku (H'), coctaBnstoLLas NONOBUHY PaccTOAHUSA
Mexay Toukamu A u B, MoxeT 6biTb BbipaykeHa yepes L, H
“ x no hopmyne:

Pe3ynbTupylollas AJIMHa CErMeHTa KWLLKW Mocie Bbl-
MOSIHeHUs 3HTeponnacTukn (L), UCXOAS W3 HEU3MEHHOCTH
MOWAAN LMIMHAPUYECKO! NOBEPXHOCTH, MOXET ObiTb Bbi-
yucneHa no popmyne:

_L-H
=

N3 dopmynbl (1) cnemyet, 4TO pe3ynbTUpyloLLas LWMPKUHA
H' TeM MeHbLUe, YeM bavKe OTHOCUTENbHASA [/IMHA Nonepey-
Horo paspe3a x K 1. YuuTbiBasi, YTo MaKCMManbHbIM OTHO-
CUTENbHBIM 3HAYeHWEM ASMHbI MOMepPeyHoro paspesa, Ans
KOTOpOro UMEIOTCA MOATBEPKAEHHbIE KIIMHUYECKUM MpUMe-
HeHueM pe3ynbTatel, sensetca 0,8 (80 % okpymHocv) [9],
Npu JanbHEeMLLMX pacyeTax NpuHUManoch, uto x = 0,8; MeHb-
LUMe 3HAYEHMS X HE pacCMaTpUBaIMC.

N3 dopmynbl (2) cnepyet, uto oTHOLWeHWe L':L paBHO
oTHoWeHuio H: H', To ecTb B pe3ynbTaTe BbIMOJHEHWUS 3HTe-
POMNIACTUKU YBENTMYEHME [LJIMHBI U YMEHbLUEHWE LUIMPUHDI Cer-
MEeHTa KULLKW NPOMUCXOAMT NPONopLMoHanbHo. CooTHOLLEHME
L':L = H:H' 6bino 0603HaueHOo KaK 3QMEKT 3HTEPONNaCTUKM.

Mpn noactaHoBke B Qopmyny (1) 3HaueHun H'=H,
x=0,8 1 peLLeHnn NoNYYEHHOTO YpaBHEHUS OTHOCUTENBHO
BEIMUMHBI L : H, UICKOMOE COOTHOLLEHWE AJIMHBI U LWMPHHDI
CerMeHTa KMLUKM, NpKU KOTOPOM BhLINOSIHEHUE 3HTEpOnna-
CTMKM He MpuBefET K U3MEHEHUI0 pa3MepHbIX MapaMeTpos,
coctaBnsieT 3,92. C npaKTUYeCKOM TOYKM 3PEHUS MOXKHO
UCXOAMTb M3 TOrO, YTO 3HTeporniacTuka 3ddeKTMBHa, ecnu
LJIMHA CErMEHTa KULLKU NPEBOCXOAMT LUMPUHY He bonee yem
B 4 pasa. 3aBMCUMOCTb pe3ynbTUpYOLLMX NapaMeTpoB Cer-
MEHTA KULLUKW OT UCXOAHOM [JIMHBI NPW KOHCTAHTHOM 3Haye-
HWM LUMPUHBI 4 CM, NpUBELEHA Ha PUCYHKeE 3.

MpubnumKeHHble 3HauyeHUs cooTHoweHus L:H pons He-
KOTOPbIX AMCKPETHBIX BEMMYMH 3(heKTa 3HTEpPONIacTUKH
(1,5; 2,0; 2,5), nony4eHHble nyTeM noacTaHoBKM B hopmyny (1)
COOTBETCTBYHOLLMX KO3 HMLMEHTOB, NpuBEAEHbI B Tabn. 1.

TakuM 0bpa3oM, aHTeponnacTuka obnafaeT 3HaYUMbIM
3 eKTOM (yBENMUYEHUE [JIMHBI U YMEHBLUIEHUE LUIMPUHBI HE
MeHee 4yeM B 1,5 pasa) B TOM ciyyae, KOraa AsMHa cerMeHTa
KULLKM NPEBOCXOAMT LUMPUHY He bonee yeM B 2,5 pasa.

MopcTaHoBKa B dopmynbl (1), (2) AUCKPETHBIX 3HAYEHUI
L v H nokasana, 4T0 /1S UCXOLHOW AJIMHBI CErMEHTa KUL-
Ku MeHee 60 MM n bonee 80 MM, a TaKkKe A4S UCXOAHON

L )




OPATVHASTBHBIE CTATBM Tom 15,Ne 4, 2024 Meauarp

WwupuHbl MeHee 30 MM 1 Bonee 65 MM y0BNETBOPSAIOLLMX 25,0
MOCTaB/IEHHbIM YCIIOBUAM BENIUYMH He CYLLECTBYET. 3HauYeHus
pe3ynbTUpYHOLLE [IMHBI CErMEHTa KULLIKM NOCNe BbIMOJHE-

HWSt SHTEPOMIACTUKM NPV 3a/iaHHOM Pe3ysbTUPYIoLLIEi LMpK- 200
He 20 + 2 MM ansa ncxogHon oyinHbl 60—80 MM 1 UCXoAHOM
WwupuHbl 30-65 MM npuBefeHbl B Tabn. 2.

15,0

ObCYXOEHWUE

MpoBefieHHbIi HaMWU TeOMETPUYECKUIA aHaNU3 3HTepo-
nnactukm no metogy Yang—Monti B Moaudukaumm Casale
MPUMEHUTESIBHO K CMHAPOMY KOPOTKOM KULLIKW MOKa3af, uTo 50|
npuMeHeHne MeTofa 3GGEKTUBHO B Clyyae, eCiv AHa cer-

MeHTa coctaBnseT 60—-80 MM, a wnpnHa — 30—65 MM.

Be3ycnoBHbIM NPeMMYLLLECTBOM «CTaHAAPTHBIX» CMOCO- ey
6oB ayTonoruyeckoii pekoHctpykLmm (LILT u STEP) sBnsietcs Toem/lem
OTCYTCTBME OrpaHUYeHMs Ha MaKCUMasbHYl0 JJIMHY M WK-  Puc. 3. 3aBUCUMOCTb pesyNbTUPYIOLMX NapaMeTpoB CerMeHTa
PUHY KULLEYHOrO CErMeHTa, BKJIIOYAEMOro B 30Hy Mnactu-  Kuwkw (L', H') ot ucxopHoi Anvkbl (L) Npy KOHCTAHTHOM 3Haue-
KM, @ TAKOKe Ha COOTHOLLEHME JaHHbIX NapaMeTpoB. Bvecte  HWM Wvpukbl (H =4 cm). uTeponnactuka spdetusHa (L'> L)

npu 3HaueHusax L < 15,7 (H x 3,92; oTMe4eHo CTpesikamm)
¢ TeM Ana BbinonHenns LILT Heobxoauma MukMManbHas Fig. 3. Dependency of result bowel segment parameters (L, H') on

fnHa 40 cM [16], uto He MO3BOJIAET MPUMEHATL NPOAOTE-  griginal length (L) with constant width (H = 4 cm). Enteroplasty is
HOe YAJIMHEHWe NpyU HeJOCTaTOYHOM 0bLiel [JIMHE TOHKOM  effective (L">L)if L<15,7 (Hx 3,92; arrows)

KULLKK U peKOHOUrypupoBaTh OTKIIOUEHHbIE KOPOTKYE cer-

MeHTbI. JHTeponnacTuka no Metody Yang—Monti B Mogudu-  ycnewuHoro npuMeHeHus aHTeponnacTukm STEP sBnsetca au-
Kauuwu Casale no3sonseT npeofoneTb JaHHOe OTpaHUYeHUe.  NaTalus KULLEYHOro CerMeHTa He MeHee YeM [0 4 cM [20].
B cnyvae, ecnu pnMHa KULeuHoOro cermeHTa M3bbiToyHa  JHTeponsacTvka Yang—Monti MoxeT ObiTb BbiMOMHEHA Mpy
(npeBbiwwaet 80 MM), MocneaHUA MOKET ObITb PacceyeH Ha  MeHbLUEN WMPUHE KUK — 10 30 MM.

HECKOJIbKO OTPE3KOB C MOCNEAYHLLMM BbINOHEHUEM 3HTE- Takum obpasoM, paccMaTprBaeMblii Cnocob MOXKET BbITb
ponnacTukM 1 GopMUPOBAHNEM EAMHOW KMLLEYHOM TPYOKM,  YMECTEH B TeX KIIMHWYECKUX CUTYaLMsX, KOrAa BbIMOJIHEHME
YTO MOATBEPXKAAETCS YCMELWHbIM MCNosb3oBaHueM nogob-  onepaumit LILT u STEP HEBO3MOXHO WMAM HepaLMOHabHO,
HOro noaxoja Npu NacTuKe MoyeTouHuKa [9, 22]. YcnoBueM B mepByto ouepefb B Clyyae He[OCTaTOYHOM AN1S IPUMEHEHNS

cM/ cm

10,0

Tabnuua 1. 3HaueHns cooTHoLEHMs L : H sl HEKOTOPBIX AMUCKPETHBIX BEIMYMH 3D DEKTA IHTEPOMIACTUKM
Table 1. L:H ratio for certain discrete values of enteroplasty effect

3ddekT anTeponnacTuky / TouHoe 3HayeHue L:H / MpubnmxeHHoe 3HadeHue L:H /
Enteroplasty effect Exact value L:H Average value 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

Tabnuua 2. 3HaueHus pe3ynbTUPYIOLLIEN AJIMHBI CErMEHTa KULLKW NPU 33[iaHHON pe3ynbTupyloLLeii WwupuHe 20 + 2 MM NS AUCKPETHBIX
3HaYeHMIA UCXOAHBIX ASIMHBI U LLIMPUHBI

Table 2. Result bowel segment length in preassigned result width 20 + 2 mm for discrete original length and width values

LLinpuHa (H), M / [nuna (L), mm / Length (L), mm

Width (H), mm 60 65 | 70 | 75 80
30 - - 14 114 -
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 - -

BOI: https://doi.org/10.17816/PED15455-62
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STEP aunataumm KuLweyHoro cerMeHTa. Yuntbias Heobxoam-
MOCTb MaKCMMaJlbHO PaLMOHabHOr0 UCMO/b30BaHUs UMEt-
LLLENCA KULIEYHOMN CTEHKM B XO/€ BbINOJIHEHWS KOMMJIEKCHbIX
PEKOHCTPYKTUBHBIX BMELLIATENLCTB MPU HAMUMM MHOXE-
CTBEHHBIX PaHEe HasOXEHHBIX KULWIEYHBIX CTOM [4], MeTop
TaKKe MOXET BbITb UCMOMb30BaH A8 PEKOHbMIrypaumum Ko-
POTKMX CErMEHTOB KULLKW Mepeq UX BKYeHWeM B hopMu-
PyeMylo HEMpepPbIBHYH0 KULLEYHYI0 TPYOKY.

[laHHbIX 0 BbINOSHEHMM 3HTeponnacTuku Yang—Monti
B MoanduKaumm Casale ¢ nocnenyoLwmM BKIKOYEHUEM 30HbI
MNACTUKY B NULLEBAPUTENBHBINA KaHan B 3KCNEPUMEHTAbHbIX
UNN KITMHWYECKMX YCIIOBUSX HaM MOJy4MTb He YAanoch.

HecMoTpsa Ha OTHOCMTENbHO Y3KWMWA AManasoH YCnoBWid
NpUMeHeHns 3HTeponnacTukm Yang—Monti B MoanduKaumm
Casale npu cuHApOMe KOPOTKOW KULIKKM, AaHHAs METOAMKa,
B C/lyyae noATeepxAeHns ee 3hdEKTUBHOCTM in Vivo 3KC-
NepuMeHTaNbHbIMU AaHHBIMW, MOXKET PaccMaTpuUBaThCs Kak
0[1Ha W3 BCMIOMOraTesbHbIX METOAMK NPU BbINOSHEHUM ayTo-
NOTMYECKUX PEKOHCTPYKTMBHBIX BMELLATENbCTB.

BbIBOA,

3JHTeponnacTka no cnocoby Yang—Monti B Moanduka-
umm Casale MoxeT paccMaTpuBaTbCsi Kak BCMOMOraTesib-
HbIA MeTOJ, MHTECTUHANbHOW PEKOHCTPYKLMM MO MOBOLY
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CMHAPOMA KOPOTKOW KULLKM NpU AJIMHE KMLLEYHOrO CerMeHTa
60—80 MM, wmpuHe 30—65 MM 1 COOTHOLLEHMM AIMHBI K LLIK-
puHe He bonee 2,5: 1.

NONONHUTENBHAA UHOOPMALIUA

Bknap, aBTopoB. Bce aBTOpbI BHEC/M CYLLIECTBEHHIN BKITaj, B pas-
paboTKy KOHLeNLwy, NPoBeAeH e CCIe0BaHNSA 1 NOATOTOBKY CTaTby,
npo4m 1 of0bpuM GuHanbHyto Bepcuto neper, nybanKaumeii.

KoHdnukT nHTepecos. ABTopbl 3asBNAOT 06 OTCYTCTBUN KOH-
(MKTa MHTEPECOB.

UcTouHuk dmHaHcmpoBaHusa. MccnefoBaHme He UMeNo CNoH-
COPCKOM MOAJEPHKY.

ADDITIONAL INFO

Authors’ contribution. All authors made a substantial contri-
bution to the conception of the study, acquisition, analysis, inter-
pretation of data for the work, drafting and revising the article, final
approval of the version to be published and agree to be accountable
for all aspects of the study.

Competing interests. The author declares that he has no com-
peting interests.

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

8. Alberti D., Righetti L., Bianchi A, et al. Transverse flap duode-
noplasty (TFD): a new technique in autologous bowel reconstruc-
tive surgery // Pediatr Surg Int. 2018. Vol. 34, N 5. P. 567-571.
doi: 10.1007/s00383-018-4245-1

9. BaoJS,HeQ,LiY, etal Yang—Monti principle in bridging long
ureteral defects: Cases report and a systemic review // Urol J. 2017.
Vol. 14, N 4. P. 4055-4061.

10. Billiauws L., Thomas M., Le Beyec-Le Bihan J,, et al. Intestinal
adaptation in short bowel syndrome. What is new? // Nutr Hosp.
2018. Vol. 35, N 3. P. 731-737. doi: 10.20960/nh.1952

11. Boroni G., Parolini F., Stern M.V., et al. Autologous intestinal recon-
struction surgery in short bowel syndrome: Which, when, and why //
Front Nutr. 2022. Vol. 9. ID 861093. doi: 10.3389/fnut.2022.861093

12. Casale A.J. A long continent ileovesicostomy using a single piece
of bowel // J Urol. 1999. Vol. 162, N 5. P. 1743-1745. doi: 10.1016/
S0022-5347(05)68228-6

13. Coletta R., Aldeiri B., Morabito A. Institutional experience with
spiral intestinal lengthening and tailoring // Eur J Pediatr Surg. 2019.
Vol. 29, N 5. P. 412-416. doi: 10.1055/5-0038-1660850

14. Coletta R., Morabito A, lyer K. Nontransplant surgery for in-
testinal failure // Gastroenterol Clin North Am. 2019. Vol. 48, N 4.
P. 565-574. doi: 10.1016/j.gtc.2019.08.009

15. Dubrovsky G., Huynh N., Thomas A.L, et al. Intestinal lengthening
via multiple in-continuity springs // J Pediatr Surg. 2019. Vol. 54, N 1.
P. 39-43. doi: 10.1016/}.jpedsurg.2018.10.036

16. Frongia G., Kessler M., Weih S., et al. Comparison of LILT and
STEP procedures in children with short bowel syndrome — a sys-
tematic review of the literature // J Pediatr Surg. 2013. Vol. 48, N 8.
P. 1794-1805. doi: 10.1016/],jpedsurg.2013.05.018




OPATVHASTBHBIE CTATBM

17. Hukkinen M., Kivisaari R., Merras-Salmio L., et al. Small bowel
dilatation predicts prolonged parenteral nutrition and decreased sur-
vival in pediatric short bowel syndrome // Ann Surg. 2017. Vol. 266,
N 2. P. 369-375. doi: 10.1097/SLA.0000000000001893

18. Huynh N., Dubrovsky G., Rouch J.D,, et al. Three-dimensionally
printed surface features to anchor endoluminal spring for distrac-
tion enterogenesis // PLoS One. 2018. Vol. 13, N 7. ID e0200529.
doi: 10.1371/journal.pone.0200529

19. Lauro A, Coletta R., Morabito A. Restoring gut physiology in short
bowel patients: from bench to clinical application of autologous intes-
tinal reconstructive procedures // Expert Rev Gastroenterol Hepatol.
2019. Vol. 13, N 8. P. 785-796. doi: 10.1080/17474124.2019.1640600
20. Leung MW.Y,, Chan LH.Y,, Chao N.S.Y,, et al. Serial transverse
enteroplasty for short bowel syndrome: Hong Kong experience //
Hong Kong Med J. 2012. Vol. 18, N 1. P. 35-39.

21. Muff J.L, Sokolovski F., Walsh-Korb Z,, et al. Surgical treatment
of short bowel syndrome the past, the present and the future, a de-
scriptive review of the literature // Children (Basel). 2022. Vol. 9, N 7.
ID 1024. doi: 10.3390/children9071024

22. Patil N., Javali T. Application of the «Yang—Monti principle» in
children with iatrogenic ureteral injuries // J Pediatr Urol. 2021.

REFERENCES

1. Bezhenar VF, Ivanova LA, Ivanov DO, Krasnogorskaya OL. New-
born baby needs operation: is it possible to reduce the risk of post-
operative mortality? Pediatrician (St. Petersburg). 2023;14(4):85-92.
EDN: GINHRL doi: 10.17816/PED14485-92

2. Karpeeva YuS, Novikova VP, Khavkin Al. Short bowel syndrome:
from presentation to treatment. Pediatric nutrition. 2021;19(6):75-85.
EDN: ALMSZI doi: 10.20953/1727-5784-2021-6-75-85

3. Mazurin AV, Vorontsov IM. Propedeutics of pediatric diseases.
Saint Petersburg: Foliant; 2000. 1008 p. (In Russ.) EDN: QLSVXZ

4. Mokrushina 0G, Gurskaia AS, Skvortsova VA, et al. Intestinal fail-
ure: analysis of the results of a series of clinical observations. Pe-
diatrics. Journal named after G.N. Speransky. 2022;101(4):165-172.
EDN: PMWMMP doi: 10.24110/0031-403X-2022-101-4-165-172

5. Novikova VP, Zech OM. Bacterial overgrowth syndrome in chil-
dren. Pediatrician (St. Petersburg). 2010;1(1):M54-M59. (In Russ.)
EDN: NVZVEP

6. Filippov DV, Glushkova VA. Colectomy — an operation of despair
or a necessary option in the treatment of patients with severe forms
of inflammatory bowel disease in pediatrics. Children’s Medicine of
the North-West. 2021;9(1):358-359. (In Russ.) EDN: IQVULI

7. Khasanov RR. Bowel lengthening surgery for short bowel
syndrome in children. Bashkortostan Medical Journal. 2017;12(4):
137-140. EDN: ZULLIT

8. Alberti D, Righetti L, Bianchi A, et al. Transverse flap duodenoplasty
(TFD): a new technique in autologous bowel reconstructive surgery.
Pediatr Surg Int. 2018;34(5):567-571. doi: 10.1007/s00383-018-4245-1
9. Bao JS, He Q, Li Y, et al. Yang—Monti principle in bridging
long ureteral defects: Cases report and a systemic review. Urol J.
2017;14(4):4055-4061.

10. Billiauws L, Thomas M, Le Beyec-Le Bihan J, et al. Intestinal
adaptation in short bowel syndrome. What is new? Nutr Hosp.
2018,35(3):731-737. doi: 10.20960/nh.1952

11. Boroni G, Parolini F, Stern MV, et al. Autologous intestinal recon-
struction surgery in short bowel syndrome: Which, when, and why.
Front Nutr. 2022;9:861093. doi: 10.3389/fnut.2022.861093

Tom 15,Ne 4, 2024

BOI: https://doi.org/10.17816/PED15455-62

leanatp

Vol. 17, N 4. P. 543.6541-543.e547. doi: 10.1016/}.jpurol.2021.04.022
23. Rafeeqi TA, Thomas A.-L., Salimi-Jazi F., et al. Internal plication
for spring confinement to lengthen intestine in a porcine model // PLoS
One. 2022. Vol. 17, N 9. 1D e0274612. doi: 10.1371/journal.pone.0274612
24, Saeki I, Kurihara S., Kojima M., et al. A new surgical technique
for short bowel syndrome // BMC Surg. 2022. Vol. 22, N 1. ID 375.
doi: 10.1186/512893-022-01823-5

25. Shun A, Thomas G., Puppi J., et al. Double barrel enteroplasty for
the management of short bowel syndrome in children // Pediatr Surg
Int. 2021. Vol. 37, N 1. P. 169-177. doi: 10.1007/s00383-020-04767-0
26. Tappenden KA. Intestinal adaptation following resection //
JPEN J Parenter Enteral Nutr. 2014. Vol. 38, N 1S. P. 23S-31S.
doi: 10.1177/0148607114525210

27. van Praagh J.B., Hofker H.S., Haveman J.W. Comparing bowel length-
ening procedures: which, when, and why? // Curr Opin Organ Transplant.
2022.Vol. 27, N 2. P. 112-118. doi: 10.1097/MQT.0000000000000957
28. Xiong S., Zhu W., Li X,, et al. Intestinal interposition for complex
ureteral reconstruction: A comprehensive review // Int J Urol. 2020.
Vol. 27, N 5. P. 377-386. doi: 10.1111/iju.14222

12. Casale AJ. A long continent ileovesicostomy us-
ing a single piece of bowel. J Urol. 1999;162(5):1743-1745.
doi: 10.1016/S0022-5347(05)68228-6

13. Coletta R, Aldeiri B, Morabito A. Institutional experience with
spiral intestinal lengthening and tailoring. Eur J Pediatr Surg.
2019;29(5):412-416. doi: 10.1055/5-0038-1660850

14. Coletta R, Morabito A, lyer K. Nontransplant surgery for in-
testinal failure. Gastroenterol Clin North Am. 2019;48(4):565-574.
doi: 10.1016/}.gtc.2019.08.009

15. Dubrovsky G, Huynh N, Thomas AL, et al. Intestinal lengthening
via multiple in-continuity springs. J Pedliatr Surg. 2019;54(1):39-43.
doi: 10.1016/j.jpedsurg.2018.10.036

16. Frongia G, Kessler M, Weih S, et al. Comparison of LILT and STEP
procedures in children with short bowel syndrome — a system-
atic review of the literature. J Pediatr Surg. 2013;48(8):1794-1805.
doi: 10.1016/j.jpedsurg.2013.05.018

17. Hukkinen M, Kivisaari R, Merras-Salmio L, et al. Small bowel
dilatation predicts prolonged parenteral nutrition and decreased
survival in pediatric short bowel syndrome. Ann Surg. 2017;266(2):
369-375. doi: 10.1097/SLA.0000000000001893

18. Huynh N, Dubrovsky G, Rouch JD, et al. Three-dimensionally printed
surface features to anchor endoluminal spring for distraction enterogen-
esis. PLoS One. 2018;13(7).0200529. doi: 10.1371/journal.pone.0200529
19. Lauro A, Coletta R, Morabito A. Restoring gut physiology in short
bowel patients: from bench to clinical application of autologous in-
testinal reconstructive procedures. Expert Rev Gastroenterol Hepatol.
2019;13(8):785-796. doi: 10.1080/17474124.2019.1640600

20. Leung MWY, Chan IHY, Chao NSY, et al. Serial transverse entero-
plasty for short bowel syndrome: Hong Kong experience. Hong Kong
Med J. 2012;18(1):35-39.

21. Muff JL, Sokolovski F, Walsh-Korb Z, et al. Surgical treatment
of short bowel syndrome the past, the present and the future, a de-
scriptive review of the literature. Children (Basel). 2022;9(7):1024.
doi: 10.3390/children9071024

61



62

ORIGINAL STUDIES

22. Patil N, Javali T. Application of the “Yang—Monti principle” in
children with iatrogenic ureteral injuries. J Pediatr Urol. 2021;17(4):
543.6541-543.6547. doi: 10.1016/j.jpurol.2021.04.022

23. Rafeeqi TA, Thomas A-L, Salimi-Jazi F, et al. Internal plication
for spring confinement to lengthen intestine in a porcine model. PLoS
One. 2022;17(9):e0274612. doi: 10.1371/journal.pone.0274612

24, Saeki |, Kurihara S, Kojima M, et al. A new surgical tech-
nique for short bowel syndrome. BMC Surg. 2022;22(1):375.
doi: 10.1186/512893-022-01823-5

25. Shun A, Thomas G, Puppi J, et al. Double barrel enteroplasty for
the management of short bowel syndrome in children. Pediatr Surg
Int. 2021;37(1):169-177. doi: 10.1007/500383-020-04767-0

0b ABTOPAX

*ApteM Bnagmumuposuy KocynuH, KaHa. Mef. HayK, AOLEHT
Kadepbl 0NepaTUBHOM XMPYPriv 1 TONOrpahuYecKoi aHaToMmm
M. npod. ®.). Banbkepa, ®IB0OY BO «CaHkT-Metepbyprekuit
roCYAapCTBEHHbIV NeAMaTPUHECKUI MeANLIMHCKWIA YHUBEPCUTET»
MwH3papasa Poccui; agpec: Poceus, 194100, CankT-Tetepbypr,
yn. JlutoBckas, a. 2; ORCID: 0000-0002-9505-222X;

eLibrary SPIN: 7609-0708; e-mail: hackenlad@mail.ru

Anekcein BnagumupoBuy loakaMeHeB, 4-p Mef. HayK,
3aBeflyloLLui Kaheapow Xmpypryeckux bosnesHei LeTcKoro Bospac-
Ta vM. [ A. Banposa, OI'B0Y BO «CaHkT-MeTepbyprexuii rocynap-
CTBEHHbIY NeMaTPUYECKU MeANLMHCKUM YHUBEpCUTET» MUH3Lpa-
Ba Poccum, CankT-etepbypr, Poccus; ORCID: 0000-0001-6006-9112;
eLibrary SPIN: 7052-0205; e-mail: podkamenev@hotmail.com

Hartanba AnekcaHgpoBHa JlykuHa, cTapLimin nabopaHT Kadeaps!
0rnepaTUBHOM XMPYPriv 1 ToNorpaduyecKon aHaToMum

M. npoc. ®.1. Banbkepa, ®TBOY BO «CaHkT-MeTepbyprckuii
roCYAapCTBEHHbIN NeAUATPUYECKUIA MEANLIMHCKUIA YHUBEPCUTET»
Mwun3papasa Poccun, CankT-INeTepbypr, Poccus;

ORCID: 0000-0002-8695-1645; eLibrary SPIN: 3418-9927;

e-mail: lukinanatalyaa@yandex.ru

Anuna KoHcTaHTUHOBHA ABLOBCKas, Bpay — AETCKMIA XMpypr,
xupyprideckoe otaenenve N2 3, ®rb0Y BO «CaHKT-
MeTepbyprckuii rocyAapCTBEHHBINA NeanaTPUYECKNIA MeANLINH-
CKWI yHMBepcuTeT» MuH3apasa Poccun, CaHKkT-[NeTepbypr,
Poccws; ORCID 0009-0004-0433-6967; eLibrary SPIN: 7197-8855;
e-mail: avdovskaya.alina@gmail.com

ExatepuHa AngpeeBHa MenbHUKOBA, accyCTEHT Kadeapbl
0nepaTMBHOW XVPYPrW 1 TOMOrpadUUecKon aHaToMUK

nM. npod. ®.). Banbkepa, Prb0QY BO «CankT-lNeTepbyprekuii
roCyAapCTBEHHbIN NeNaTPUYECKUIA MeINLIMHCKIA YHUBEPCUTET»
Mwh3npasa Poccum, CankT-letepbypr, Poccus;

ORCID: 0009-0004-2443-0344; eLibrary SPIN: 5508-2109;

e-mail: keal3doc@gmail.com

PomaH AnpapusHoBuy Tu, Bpay — AETCKWIA XMPYPT, Onepaum-
OHHOE OTAIeNEeHNe, NepUHaTabHbIN LeHTP KnHukiy, OIE0Y BO
«CaHKT-[1eTepbyprckuii rocynapCcTBEHHBIN NeaMaTpUYecKmii Me-
AVLMHCKUI YHUBEpCUTET» MuH3apaBa Poccun, CaHkT-INetepbypr,
Poccus; ORCID: 0000-0003-4116-424X; eLibrary SPIN: 6037-3751;
e-mail: sprut009@yandex.ru

* ABTOp, OTBETCTBEHHbIN 3a Nepenucky / Corresponding author

Vol 15(4) 2024

BOI: https://doi.org/10.17816/PED15455-67

Pediatrician (St. Petersburg)

26. Tappenden KA. Intestinal adaptation following resec-
tion. JPEN J Parenter Enteral Nutr. 2014;38(1S):235-31S.
doi: 10.1177/0148607114525210

27. van Praagh JB, Hofker HS, Haveman JW. Comparing bowel length-
ening procedures: which, when, and why? Curr Opin Organ Trans-
plant. 2022;27(2):112-118. doi: 10.1097/MQT.0000000000000957
28. Xiong S, Zhu W, Li X, et al. Intestinal interposition for com-
plex ureteral reconstruction: A comprehensive review. Int J Urol.
2020;27(5):377-386. doi: 10.1111/iju.14222

AUTHORS' INFO

*Artem V. Kosulin, MD, PhD, Associate Professor, Department
of Operative Surgery and Topographic Anatomy named after
F.I. Valker, Saint Petersburg State Pediatric Medical University,
Ministry of Health of the Russian Federation;

address: 2 Litovskaya st., Saint Petersburg, 194100, Russia;
ORCID: 0000-0002-9505-222X; eLibrary SPIN: 7609-0708;
e-mail: hackenlad@mail.ru

Aleksey V. Podkamenev, MD, PhD, Dr. Sci. (Medicine),

Head, Department of Surgical Diseases of Childhood

named after G.A. Bairov, Saint Petersburg State Pediatric Medical
University, Ministry of Health of the Russian Federation, Saint
Petersburg, Russia; ORCID: 0000-0001-6006-9112;

eLibrary SPIN: 7052-0205; e-mail: podkamenev@hotmail.com

Natalya A. Lukina, Senior Laboratory Assistant,

Department of Operative Surgery and Topographic Anatomy
named after F.I. Valker, Saint Petershurg State Pediatric Medical
University, Ministry of Health of the Russian Federation,

Saint Petersburg, Russia; ORCID: 0000-0002-8695-1645;
eLibrary SPIN: 3418-9927; e-mail: lukinanatalyaa@yandex.ru

Alina K. Avdovskaya, Pediatric Surgeon,

Surgical Department No 3, Saint Petershurg State Pediatric
Medical University, Ministry of Health of the Russian Federation,
Saint Petersburg, Russia; ORCID: 0009-0004-0433-6967;
eLibrary SPIN: 7197-8855; e-mail: avdovskaya.alina@gmail.com

Ekaterina A. Melnikova, Assistant Professor, Department

of Operative Surgery and Topographic Anatomy named after
F.I. Valker, Saint Petersburg State Pediatric Medical University,
Ministry of Health of the Russian Federation, Saint Petershurg,
Russia; ORCID: 0009-0004-2443-0344;

eLibrary SPIN: 5508-2109; e-mail: keal3doc@gmail.com

Roman A. Ti, Pediatric Surgeon, Operating Department,
Perinatal center. Saint Petersburg State Pediatric
Medical University, Ministry of Health of the Russian
Federation, Saint Petersburg, Russia;

ORCID: 0000-0003-4116-424X; eLibrary SPIN: 6037-3751;
e-mail: sprut009@yandex.ru




OB30PHI Tom 15, Ne 4, 2024 Meauatp
63

DOI: https://doi.org/10.17816/PED15463-71

OTeK rosioBHOro Mo3sra U KOrHUTUBHasA AUCHYHKUUA:
narogusuonoruyeckue B3auMocBA3u Npu auabeTnyeckom
KeToauupaose B eTCKOM Bo3pacTte

10.B. BbikoB "2

! CTaBpoOmosIbCKMA roCyAapCTBEHHbI MeaULMHCKMA yHuBepcuTeT, Ctasponosib, Poccus;
2 [leTckan ropofickas KnmHudeckas bonbHuua um. I. K. ®ununnckoro, Crasponons, Poccusa

AHHOTALMA

[lnabetnyeckuin KeToaLMA03 — OAHO U3 YacTbIX OCTPbIX OCIOMHEHMIA caxapHoro Auabeta B AETCKOM BO3pacTe, KOTOPLIN
MOJKET NMPUBOAMTL K OTEKY FOSIOBHOTO MO3ra. Y HEKOTOPOM YacTu JieTeil 0TMEYaloTCs KOHUTUBHBIE HapyLUEHWs nocre nepe-
HeCeHHOro MabeTYecKoro KeToaLMa03a, KOTOpble MOXHO CBA3aTh C CyOK/IMHMYECKUM U KIIMHUYECKUM OTEKOM FOJI0BHOTO
Mo3ra. [lpoBeAeHHbIN aHanM3 COBpEMEHHOW HayYHOI IUTepaTypbl NOKa3as, YTo NaToduanoNornieckue MexaH13Mbl pasBUTUS
KOTHUTUBHOI AMCHYHKUMM Ha BOHe OTeKa rosIoBHOr0 Mo3ra B paMKax AMabeTUyecKoro Ketoaumnaosa y AeTeil He 40CTaTo4qHO
n3yyeHbl. Cpean OCHOBHbIX MATOreHeTUYECKUX TMMOTe3 MOTYT paccMaTpuBaThCs: MMMOKCKS, LepebpanbHas runonepdysus
¥ penepdysus, BLICBODOXKAEHME Ba30aKTUBHbIX BELLLECTB U MHAYKLMA BOCNA/IEHUS, OCTPas FTUMEpPriIMKeMIUA U OKCUAATUBHbINA
cTpecc. MMNOKCUs BbI3bIBAET MMMOKCUYECKU-ULLEMUYECKOE MOBPEXAEHNEM FONIOBHOIO MO3ra, B TOM Yuc/ie B 0bnacTsx, 0T-
BETCTBEHHbIX 3a (opMMpoBaHMe namsTu. LiepebpanbHas runonepdysus u penepdysus NPOBOLMPYIOT MUTOXOHAPUATbHYHO
AUCOYHKUMIO M OKCUZATUBHBIA CTPECC, KOTOpble YCYrybnalT KOTHUTUBHbIE HapyLleHWst Ha (OHe OTeKa rofloBHOr0 Mo3ra.
BbicBo60XAEHME Ba30aKTUBHBIX BELLECTB W MHAYKUMA BOCMaNeHMs HapylaloT paboTy remarosHuedanuyeckoro bapbepa
¥ BbI3bIBAKOT CMa3M LiepedpanbHbix cocyaos. 0cTpas rUMOrMKEMUS MPOBOLMPYET MHAYKUMIO LiepedbpanbHoro aumaosa, Ha-
KOMJeHWe NaKTaTa W ryTaMata, YTo YCUIIMBAET KOrHUTUBHYI AMCHYHKUMIO. OKCUAATUBHBINA CTPECC BbI3bIBAET MOBPEKAEHNE
HeMpOHOB, YCUNMBAsA MPOSBIIEHWS OTEKa rofI0BHOro0 Mo3ra. [lpefcTaBneHHble NaTodU3MONOrYecKe MexaHU3Mbl MOTYT Bbl-
3blBaTb KOTHUTMBHYIO AVCHYHKLMIO MPU OTEKE FOJIOBHOIO MO3ra B KayecTBe CaMOCTOSTENbHBIX TPUITEPOB, MO0 UMETb CHHEp-
rnyeckui adpdekT. Heobxoammbl fanbHelLMe UCCNef0BaHUA B 06/1aCTU U3y4eHUs NaTodM3NO0NIOrMIeCcKoi B3aUMOCBSA3N MeXIy
KOFHUTMBHOI AMCHYHKLMEN 1 OTEKOM TOSI0BHOTO MO3ra y AeTelt Nocsie NepeHeceHHoro AMabeTyecKoro KeToaumuao3a.

KnioueBble cnioBa: AnabeTHYecKuii KEToaLMI03; OTEK roJIOBHOrO MO3ra; KOTHUTUBHas IJ,VICd)YHKLI,VIFI; [eTn.
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Cerebral edema and cognitive dysfunction:
pathophysiological interconnections in diabetic

ketoacidosis in childhood
Yuri V. Bykov "2
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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.

Keywords: diabetic ketoacidosis; cerebral edema; cognitive dysfunction; children.
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BBEJEHUE

3aboneBaeMocTb caxapHbiM auabetoM 1-ro tuna (CA1)
y LeTeil U NOAPOCTKOB YBENMYMBAETCA N0 BCeMy Mupy [2].
MocTosHHBIN POCT faHHOW 3HA0KPMHONATMK, 0COBEHHO cpeau
OeTell paHHero BO3pacTa, MPUBOAMT K YBESMYEHWIO OCTPbIX
U XPOHUYECKMX OCTIOXHEHMIA 3TOro 3abonesanus [41]. [ua-
betmueckmi ketoaumpos (OKA) — opHo M3 caMbix pac-
MPOCTPaHeHHbIX 0cnoXHeHun CA1, ¢ BbICOKMM MPOLEHTOM
rocnuTanu3aumin u cmeptHocteto [1, 2, 8, 14, 24, 35, 41].
Cuntaetcs, yto Hambonbwemy pucky passutua LKA nog-
BEpraloTca AeT B Bo3pacTe A0 4 NeT, U3 CeMeld, B aHaM-
He3e KoTopbIX He bbiio CLLT, ceMeit ¢ HU3KMM coumanbHbIM
L0XOA0M, a TaKkke [eTel, YbM POAUTENN UMET MeHbLUWIA
JOCTYN K NepBMYHON MeamumHckon nomowm [41]. KA mo-
KET BO3HUKHYTb KaK Ha (hoHe BrepBbIe BbISBNEHHON (HOPMbl
CA1, TaK 1 Ha GoHe AnMTENbHOTO TeYeHUs 3aboneBaHus, Ha-
npuMep M3-3a HecobmoeHns pexuma BBeleHUS UHCYNMHA
[7, 14, 35]. CornacHo faHHbIM COBPEMEHHOIA CTATUCTUKK, Cpe-
[Iu feTei ¢ Bnepsble BuisBneHHbIM C[11T [IKA peructpupyetcs
B 25-80 % cnyyaes [14, 23, 35, 38, 41], a y aeTent Ha doHe
anutenbHoro TeueHnss — B 1-10 % [46].

Okono 30 % cnyyaes [KA B mepuaTpuyeckon npaktu-
Ke MoxHo otHect K C[l 2-ro tuna (CA2) [13]. OcHoBHbIM
KMHnyeckum otinumeM KA npu CL2 aBnsetca meHbluas
cTeneHb aumzo3a u otcytcTeue runepkanmemmm [13]. KA
TaKKe MOXET PasBMTbCSA B KOHTEKCTE BMEPBble AMArHoCTU-
poBaHHoro C[12, BbI3BaHHOIO HApyLUEHWEM CEKPELUU UM
LENCTBUA MHCYNWHA, UK Y JeTeil U NOAPOCTKOB C HEKOH-
TposmpyembiM C[12, TakoKe U3BeCTHBIM KaK «C[12, CKNOHHbIN
K KeTo3y» [8].

CornacHo pekoMeHfaumaM MexayHapoaHoro obuiectsa
no bopbbe ¢ anabeToM y aeteii n noppocTtkos (ISPAD), IKA xa-
paKTepusyeTcsi buoXuMmyeckoi Tpuagom: 1) runepramkemus
(rnioko3a B cbiBOpOTKe KpoBk >11 MMonb/n unm >200 Mr/on);
2) KeToHeMuss  (KOHUeHTpauus  B-ruppokcmbyTupa-
Ta >3,0 MMONb/B)1) M/UNKM yMepeHHas UK BbIpaXKEHHas Ke-
TOHypusi 1 3) MeTabonuueckas aumaemus (BeHo3HbIi pH <7,3
n/wnv bukapbonat <18 mmons/n) [13, 171.

JIKA Bo3HuKaeT npeumyLecTBeHHO B febtote CLl1 B pe-
3ynbTate abcoMOTHOM MM OTHOCUTENBHOM HeLOCTaTOYHO-
CTW MHCYNIMHA U3-3a ayTOMMMYHHOTO paspyLLeHns B-KeToK
MOJKENYA04HON Kenesbl U COMYTCTBYHLLETO MOBbLILLEHUSA
YPOBHS| KOHTPPEry/ATOPHBIX FOPMOHOB, TaKUX KaK /IlOKaroH,
FOPMOH pOCTa, KaTexonamMuHbl U Koptuson [23, 35]. UHcymu-
HOBas He0CTAaTO4HOCTb 1 MOBBILLEHWE KOSIMYECTBA KOHTpPPE-
TYNATOPHbLIX FOPMOHOB MPUBOLAT K YBENMYEHUIO BbIPaboTKY
FTII0KO3bl MEYEHbI0 U MOYKaMM NMOCPEACTBOM [JIIOKOHeoreHe3a
W TTIMKOTEHONIN3a, @ TaKKe K CHUKEHUIO MepudepuyecKol
yTunAM3aumm rokosel [1, 23]. B pesynbtate 3T0ro Bo3HWKa-
10T MUNEpPriMKEMHUS, TUNEPOCMOSISPHOCTb, YCUIEHUE INMONN-
3a 1 KetoreHesa [23, 35]. OtHocuTenbHas unm abconoTHas
HexBaTKa WHCYNIMHA NPUBOAMT K Nepexody 0T NMpov3BoACTBa
3HEPrum 3a CYET TII0KO3bl K UCKITIOUUTENIBHOMY UCMOJb30Ba-
HMIO XUPHbIX KUCAOT [24]. B KauecTBe KOHEYHbIX MPOAYKTOB
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MeTabonM3Ma HMPHBIX KUCIOT B 6OMBLLIOM KonmyecTe 00-
PasyloTCA OpraHWYecKue KUCNOTbl, B OCHOBHOM KETOHOBblE
Tena, Bbl3blBasi METAbOMYECKMIA aumnao3 [24].

B natoduanonorum KA npu C[1 TakxKe MoryT nexarb
okucmTenbHbiii ctpecc (OC), MeTabonuyeckue M UMMYHoMO-
TMYECKME HapYLUEHUS Perynsaummu, KoTopble NPUBOASAT K Ha-
pyLLEHUAM paboTbl reMaTosHuedanuueckoro bapbepa (3b)
1 ronoeHoro Mo3ra (TM) [21, 40].

Y 10-25 % bonbHbIX aeTen nocne nepeHeceHHoro KA
MOrYT 0TMeYaTbCsl KOTHUTUBHbIE HApYLUEHWS Pa3fIUYHOM CTe-
neHn Tsectu [5]. beino nokasaHo, YTO AeTM U NOAPOCTKU
c CO1, y koTopbix B aHamHe3e bbin [IKA, umenun xyguuyto
KOFHWUTMBHYI0 (DYHKLMIO MO CPaBHEHMIO C Fpynnoi CooTBET-
cytowero Bo3pacta 6e3 [IKA B aHamHese [15]. CornacHo
JaHHbIM Ipyrux aBTopoB, Yy feten ¢ CA1 yepes 2-4 Hep.
nocne nepeHeceHHoro KA uMenucb LOCTOBEpPHbIE MHECTU-
yeckue pacctponctsa [38]. M.A. Cato v coasr. [6] coobLumnm
0 KOPPEJSIAILMOHHON CBA3M MEeXAY HapylleHWeM 00y4yeHus
M NaMATU Aaxe CrycTa 2 roga nocie nepeoro 3nu3ofa
IKA [6]. U3BecTHo, yto [IKA Bbi3biBaeT Mopdonornyeckue
1 QYHKUMOHaNbHbIE M3MeHeHUs M, KoTopble CBsA3aHbl C He-
BnaronpmATHLIMA HEMPOKOTHUTMBHLIMU ucxopamm [20, 37].
MaToreHeTMYeCKuUe MexaHM3Mbl BO3HUKHOBeHWA K1 npu KA
B [IeTCKOM B0O3pacTe OCTAlOTCA A0 KOHLA He BbICHEHHbLIMY,
O[lHAaKO OHOM U3 BeyLUMX MPUYMHON MOXKET paccMaTpu-
BaTbCA 0TeK ronosHoro mo3sra (OMM) [33].

B paHHoM 0630pe paccMaTpuBatoTcs naTogumsnonormye-
CKUe MexaHn3Mbl B3auMogenctaua Mexkay OrM u KLy neten
Ha doHe KA.

OTEK r0J10BHOIo MO3rA KAK
TAXEIOE OC/IOXXHEHUE
AWABETUYHECKOIO KETOALM03A

O'M — 370 peAaKoe, HO NOTEHUMANbHO CMEPTENbHOE OC-
noxHenne KA y peteit ¢ CA41 [1, 5, 18]. YactoTa KnnHKye-
ckoro OFMy petein ¢ [IKA ouenusaetcs B 0,7-1: 100 1 Bbiwe
B rpynnax pUcKa, TaKkux Kak getn <5 nieT, y Kotopbix JKA
ABnsieTcs nepebiM cumntomoM C[1, ¢ anutensbHoW runepriu-
KeMWeli B aHaMHe3e, BbICOKOM KOHLIEHTpaLmen a3ota Moye-
BMHbI B KPOBHM, MeTaboNMYecKUM aLMA030M U HU3KUM nap-
LmManbHbIM fiaBneHneM yrnexkucnoro rasa (pCo,) [5, 16, 45].
Yacrora cybrmmHmdeckoro OIM MoxeT BbITb ropasfo Bbile [45].

Cpeoyn oCHOBHbIX natodusmonormyeckux 3seHbe 0MM
y neten Ha doHe [KA BbigenstoT HapyleHue GyHKUuUK
KeTOYHbIX MeMbpaH, 0TeK acTpoLMTOB, HapyLLeHue npo-
HMLLAEMOCTU reMaTo-3Huedanmyeckoro bapbepa (M3b) [1].
HemanoBaxHylo ponb TaKxe MOXeT urpaTb runepKanHus
W HapyLLeHne ocMoTuyecKoro fasnenus [1]. Boigensiot Tpu
OCHOBHble matodusuonornyeckve dopmbl OFM npu [IKA
[18, 30, 32].

1. BasoreHHbit OI'M, Hanbonee pacnpoctpaHeHHas dop-
Ma, BO3HWUKaeT B pesynbTate Hapywenus 36 [30, 32]. Mpu
HapyweHun nponuuaemoct 36 MoHbl M b6enkn cBobonHO
MoCTynatT BO BHECOCYAMCTOE NPOCTPAHCTBO, YTO BbI3bIBAET
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OCMOTUYECKMI MPUTOK XWIKOCTU B UHTEPCTULMIO FOJIOBHOTO
mo3ra (TM) [30, 32].

2. KnetouHbln unu umtotokcuyeckuin OI'M yacto Bo3HK-
KaeT B TeUeHMe HECKONbKMUX MUHYT U NnopaaeT ramanbHble,
HelipoHanbHble U 3HpoTennanbHble Kietku MM [30, 32]. Mpu
umtoToKcnyeckoM OFM B KneTKax OTCYTCTBYKOT MeXaHW3Mbl
remocrasa [30, 32].

3. ViHtepctuumanbHeii OI'M Bo3HMKaeT B pesynibTate oT-
TOKa CMMHHOMO3rOBO XUAKOCTU U3 BHYTPUMKENYLOYKOBOMO
MPOCTPaHCTBA B MHTEPCTULMANbHble obnactv M [30, 32].

WccnenoBaHns mokasanu, YTo BO3HWKHOBEHWE W pas-
BuTHe OI'M cBA3aHO C aHOManbHOW CTPYKTYPO U yHKLMeN
HEMPOHOB, MPUBOASALLEN K LLONTOBPEMEHHOMY KOTHUTUBHOMY
nednumnty [47]. MHecTyeckue pacctpoicta npu OMM Ba-
PbUPYIOTCA OT JIErKUX [0 TSKENbIX KOTHUTUBHBIX HapyLue-
HWK [32].

KOMMOHEHTbI
MATO®U3U0I0rMYECKOW
B3AUMOCBSI3U MEXTY

OTEKOM 0/I0BHOI0 MO3rA

N KOTHUTUBHOW AUCDHYHKLMEN NPU
NUABETMYECKOM KETOALMA03E

M'Mnokcusa

[laBHO M3BECTHO, YTO BO3[EMCTBME FMMOKCUW NPUBOAMT
K OFM c nocnepylowMMM MHECTUYECKUMU PacCTPOMCTBa-
Mu [27]. HanpuMep, runoKcus MoXKeT NpUBECTY K HapYLUEHMIO
HECKOJbKMX KOTHUTMBHBIX YHKLMW, TaKUX KaK BHUMaHMe,
0byyeHne 1 NamMATb, CHUXEHUE UCTIOHUTENbHBIX BYHKLNN,
MpU 3TOM BbIPaXXEHHOCTb KOTHUTMBHOTO feduumTa Koppenu-
PYET C A/IUTENbHOCTBIO U CTeNeHbr rnokcum [44]. MNokasaHo,
yto nospexaeHne M, Bbi3BaHHoe [IKA, uMeeT HecKombKo
06LLUMX YEpT C KIacCMYECKUM TUMOKCUYECKU-ULLEMUYECKUM
nospexxaeHneM M [18]. OnucaHne natonoroaHaTOMUYECKUX
pe3ynbTaToB y AeTeid, yMepwwmx o1 OM, KoTopbin 6bin cBs-
3aH ¢ JIKA, nokasanu npusHaky, yKasblBaloLLmMe Ha ULLEMUIO
M [18]. WUccnepoBanus Ha Kpbicax ¢ HekynupyeMbiM [IKA
NPOAEMOHCTPUPOBANK HapyLUeHuUs B BbipaboTke Lepebpanb-
HbIX MeTabosuToB, 00bIYHO BO3HMKALOLLME MOCTE TUMOKCUM,
BKJ/II0YasA HWU3KWA BHYTPUKNETOYHbIA pH, NOBbILIEHHBIN ypo-
BEHb JIaKTaTa M CHWKEHWE YPOBHS BbICOKOIHEPreTUYECKMX
docdaros [18]. B 0630pe uccnenoBaHuii KOMMbHOTEPHOM
Tomorpadum peten ¢ JKA wccneposatenu obHapyuam
o4arosoe nospexaeHne M y 22 % naumeHToB, C NpeuMy-
LLIeCTBEHHBIM MOpPaXeHeM Me3unasbHbIX 6a3anbHbIX FaH i
¥ Tanamyca, nNepuakBeAyKTabHOr0 Ceporo BeLLecTsa 1 Aop-
canbHbIx Aaep mocTa [31]. 3T n3MeHeHus bbinu obHapyxe-
Hbl UCKIIOUUTENBHO Y AETEN, Y KOTOPbIX HapYLLEHWUS NaMsTy
MOSIBUMCb B TEYEHME HECKOJIbKUX YacoB MOC/E NepeHe-
cenHoro [IKA, v aBTopbl MpULLM K BbIBOAY, YTO OHW Dbl
BbI3BaHbl UMeHHO runoKcmeii [31]. Momumo atoro, M ume-
€T BbICOKY0 MoTpebHOCTb B ageHo3nHTpudocdarte u bonee
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BOCMPUMMYMB K TMMOKCUYECKUM NOBPEXAEHUSAM, UTO SBNSET-
€S J0Ka3aTeNIbCTBOM TOT0, YTO MMMOKCUSA MOXKET UrpaThb posib
B paHHEM pa3BuUTUM LiepebpanbHOM AUCHYHKUMM Y LeTei
¢ KA [3]. MocTeneHHoe cHWKeHWe NoTpebneHus Kucnopo-
na 'M, paxe npm coxpaHeHHOM MO3r0BOM KPOBOTOKe, bblno
CBSI3aHO CO CHMXEHWEM KOrHUTUBHOTO (YHKLMOHMPOBaHUA
npu KA [3].

LiepebpanbHas runonepdysus u penepdysus

LiepebpanbHas runonepdysus oTHOCUTCA K HeAO0CTaTou-
Hoi nepdysum 'M 1 paccMaTpuBaeTcs Kak 0CHOBHOW (haKTop
COCYAMCTON MO3rOBOM NaToNorMM 1 KIIMHUYECKUX NposiBfe-
Hui K [36]. CHuxeHne Mo3roBoro KpooToKa npu OM'M npo-
UCXOAMT B KPUTUYECKM BaXHBIX LI KOTHUTUBHBIX QYHKLMIA
obnacTsx (Hanpumep, B runnokamne) [28, 36]. Y rpbisyHoB
3KCMepuMeHTanbHas LepebpanbHas runonepdysus Bbi3biBa-
€T MUTOXOHZPUANbHYI0 AUCHYHKLMIO U UHTMOMPOBaHWE CUH-
Te3a BesKoB, YTO MOXET HapyLUMTb DanaHC aHTMOKCMAAHTa3
1 aKTUBHbIX PopM kucnopoga (ADK) 1 BbI3BaTb OKUCAUTENb-
HOe MOBPeXAeHWe HeMpoHOB [26]. B To e BpeMA OKUCIK-
TeNbHOe MOBpPEXeHNe 3HAOTENMabHbIX KIETOK COCYAOB,
7N N HEWPOHOB HapyLUaeT (YHKLMIO COCYA0B U HEMpOCO-
CYOMCTYI0 CBAI3b, YTO MOXET NMpUBECTW K 0bpa3oBaHuio Mo-
POYHOrO Kpyra AanbHenLero cHmKeHus nepdysmm M [26].
06e3BomBaHMe Ha GoHe [KA npuBOAMT K CYMKEHWIO BHe-
K/ETOYHOr0 NPOCTPaHCTBA, FEMOKOHLEHTPaLMM U MOBbILLE-
HUIO BA3KOCTM KPOBM, YTO MOXET crocobcTBOBaTbL runonep-
ty3um 'M 1 UUTOTOKCUYECKOMY NOBPEXAEHUI0 HEpOHOB [3].
TMNepBEHTUNALMSA, KOMMEHCATOPHbIA MeXaHW3M MeTabo-
JIMYECKOr0 aLnA03a, NPUBOLAT K CHUMEHMIO MapLmanbHOro
AaBMeHUA YrieKUcnoro rasa B aprepuanbHon Kposu (PaCo,)
1 MOBbILLEHMIO BHeKeTouHoro pH I'M, yTo npuBoauT K cyxe-
HUI0 LiepebpanbHbIX COCyA0B U crnocobeTByeT LepebpanbHoii
runonepdy3umn npu JKA [3]. B 3kcnepumeHTax Ha MUBOTHbIX
MOKa3aHo, YTO CKOPOCTb MO3roBOT0 KPOBOTOKA 3HAYMUTESIBHO
CHUXKaeTcs B ycrnoBusax Hekynupyemoro [IKA u HanpsMyto 13-
MeHseTcs B 3aBucumoctu ot yposHs PaCO, [18]. Munepram-
Kemus U runepketoHeMmust Ha doHe [KA Takxe Bbi3blBalOT
CHVKEHWe CKOPOCTU MO3roBOr0 KPOBOTOKa, YTO crocobeTBy-
eT popmmupoanmio K[ Ha pore OIM [16].

NweMnyeckn-penepdysmnoHHoe nospesxaeHue I'M npea-
cTaBfisfeT coboii 0CTpoe HapyLUeHWe MO3roBOro KpoBoobpa-
LLEHMs, KOTOPOE NPUBOAUT K HeobpaTMMOMY MOBPEXAEHMIO
M [49]. KorHuTuBHbIE HapyLIEHMs, BbI3BaHHbIE MLLEeMUEN/
penepdy3ueii M, UMeloT cepbe3Hble U ASIMTENBHBIE KIMHU-
yeckvie nposBnenus [43]. bbino BbicKasaHo NpeAnoaoXKeHMe,
uyto penepdysus obnactein ['M Bo Bpems [JKA ycyrybnser ue-
pebpanbHoe NoBpexAeHWe MOCPefCcTBOM PasfMyHbIX Mexa-
HU3MOB, BKJK0Yas Hapywenue 36 [42].

BbICBOGO)K,U,EHME Ba30aKTUBHbIX BeL,eCTB U UHAYK-
Lua socnaseHnsa

BasoaKkTMBHble BelecTBa, TaKue Kak aKBanopu-
Hbl, MaTPUKCHble MeTaNIonpoTenHasbl U Ba30aKTUBHbIE
BOCNaJnTesibHble areHTbl, ABJIAKTCA MOTEHUMNAIbHbIMU
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meauatopammn OI'M [9]. Hanpumep, daKTop pocTa 3HAOTENMs
cocynoB (VEGF) nHayumpyeT nponudepauuio M MUATpaLmio
COCYAMCTbIX 3HAOTENMANbHBIX KNETOK B PasfiMyHbIX TKa-
HAX, BKI04as M, 1 ero KOHUEHTpauus yBeNM4MBaeTCs Ha
¢oHe OM'M [30]. TvnepramkeMus u runepkeToHeMmus Ha (oHe
[IKA cBfi3aHbl ¢ BbICBOOOXKAEHMEM Ba30aKTUBHbIX BELLECTB,
B TOM YKCie MOJIEKYN aare3vmn 1 GakTopa pocTa 3HA0Tenus
COCY[0B, KOTOpble OKa3blBaKT MPSMOE W HeraTMBHOe BO3-
aenctaue Ha 36, cnocobcTBYSA MOBBILLEHUIO MPOHMLLAEMO-
ctn cocynos M [3]. ApaxmpoHoBas KucnoTa, BbICBODOX-
[aeMasi BO BHEKJIETOYHYIO CPefly BO BPEMS MOBPEXLEHMS
MapeHxMMbl BCNeACTBMe LepebpanbHOM FUMOKCMM, Yya-
CTBYET B MHAYKUMM MPOHMLLAEMOCTU KanuasapoB y LeTen
c JKA [3].

Mpun OKA nospexaenve I'M, Brntoyas OMM, Bbi3biBaeTcs
uHTepnenkuHoM 1 (IL-1) [10]. IL-1 BbicBOBOXKAA€TCSA BHYTPU-
KINETOYHBIMM 6eNIKOBBIMM KOMMJIEKCAMM, Ha3blBaEMbIMU UH-
thnaMMacoMamm, B 0TBET Ha OCMOTUYECKMI IPDEKT BbICOKNX
KOHLIEHTpaLMiA rNtoKo3bl, xapaktepHbin ans OKA [11]. IL-1
BbI3biBaeT noBpexaeHue M nytem obpa3osaHus OM'M B pe-
3ynbTaTe 3KCTpaBa3aLum Nna3Mbl KPOBU Hepes HerepMeTUy-
Hble MEXXKJ/IETOYHbIE COeJIMHEHNS NMyTeM BbITeCHEHWS besiKoB
MAOTHbIX COEAMHEHNI M Pa3pYLLEHUSA LMTOCKENeTa, YTo bbinio
paHee NMPOAEMOHCTPUPOBAHO Ha Mofenu noBpexaenus 36
yenoseka in vitro [48]. IL-1 MoxeT Bbi3blBaTb AUTENbHbIN
cnasm cocynos I'M [12].

Octpas runepramkeMus

OcTpas runepriaMkeMus MOXeT Bbi3BaTb MOBPEXAEHWE
HelipoHoB M, yBenuuMBas PUCK CHUIKEHWUS| KOTHUTMBHbIX
OyHKUMiA [19]. MoTeHUManbHbIe MeXaHWU3MBbI, JIeXalLpe B OC-
Hose K[I, BbI3BaHHOW rUnepriMkeMyeit, BKIKOYAKOT anonTos,
0C, HapyLleHWe HelipoHanbHO NepeAayy CUrHanoB UHCYIM-
Ha, HeMpoBOCMasieHe U CUHaNTUYecKyl anchyHkumo [19].
[laHHble MccneLoBaHMIA Ha KUBOTHBIX W NIOAAX EMOHCTPUpY-
10T AOCTOBEPHYI0 CBA3b MEXAY rMnepriMkeMmen u yxyaue-
HWEM TMMOKCUYECKM-MLLEMMYECKOr0 noBpexaeHuns M [18].
B nccnepoBanmsax OM'M Ha KMBOTHBIX OCTpas rMNepriMKeMmus
Bbina cBA3aHa C OTNIOXKEHWEM HENTPODUIIOB B MLLEMU3UPO-
BaHHOW TKaHM M HakonneHueM naktata [18]. Kpome 3toro,
TUNEepriIMKeMUs CBAi3aHa C HapyLLeHUeM (YHKUMK 3HAoTe-
NS COCYA0B, NPUBOASALLMM K YMEHbBLLEHWK Ba30AunaTaLmuy,
a TaKIKe CO CHUXEHWEM MO3roBOr0 KpOBOTOKA, KOTOpbIE MO-
ryT cnocobeTBoBaTh Uwemmn MM [18].

OcTpas runepriMkeMms ycunmaeT nospexaeHve I'M no-
CPeACTBOM psiia MEXaHU3MOB, BKITKOYas BbIpaboTKy ocMou-
TOB (TaKMX Kak copbuT), MHOYKLMIO LepebpanbHoro aumao-
3a, CHUXKEHWe MO3r0BOro KPOBOTOKA W HaKOMJeHWe NaKTaTa
u rnytamarta [3]. [pu akcnepumeHTanbHoi Mogenum [IKA Bo3-
LeicTBME TUMepriMKeMun Bbino CBA3aHO C YCUNEHWUEM Heo-
KOPTWUKaNbHOrO HaKOMMEHWUS! BHEKNIETOYHOTO FlyTaMata BO
BpeMS MLLUEMWMW, YTO YCWUAMBANO MOBPEKIEHWE HEWPOHOB
B I'M [3]. MoxKHO NpeanosoXKuTb, YTO NOBLILLEHHbIE KOHLEH-
Tpaumm uepebpanbHoro rnyTamata (Uin NOBbILLEHHAs YyB-
cTBuTenibHOCTL peuentopoB NMDA K rnytamary), Bbi3BaHHble
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rMNepriMKkeMmeii 1 TMMNOKCKUeNn, MOTyT CNocobCTBOBATbL LIMTO-
TOKCMYECKOMY MOBPEMAEHWI0 HEMPOHOB M HapacTaHuto K[
y feTeit nocne nepeHeceHHoro [IKA 3a cuet npoLeccoB 3Kc-
anToKcuuHocTy [3).

OKcupaTMBHBIN CTpecc

Ha cerogHswHuin geHb cesisb Mexxay OC u K[ yxe He
BbI3blBaeT COMHeHWi [4]. AOK MoryT Bbi3biBaTb MOBPEX-
LEeHVe NMNUAOB M BenKoB B Nna3MaTUyecKoi MeMbpaHe
HEMPOHOB U TAManbHbIX KeTKax M 1 HapylwaTb MOHHbIE
W OCMOTUYECKWE TPAJMEHTbI, YTO NMPUBOLAMT K NMOTTIOLLEHMIO
KneToyHou Bogbl 1 OTM [25]. Mpu AKA runepravkemus, ke-
TOHEMUS M METaboIMYECKWA aumao3 elle bonbLue ycunmBaoT
0C, KoTOpbI MOXET UrpaTb 3HAYUTESbHYI0 POSib B Pa3BUTUN
Bocnanenus cocynos M [34]. bbino obHapyXeHo, 4To y Ae-
Teil ¢ IKA B MCXOQHOM COCTOSHAW W B TeYeHUe HECKONbKMX
YacoB Mocrie Hayana neyeHns HabnAATCA NOBbILLEHHbIE
KOHLEHTpauMM B nnasMe 3-[Le30KcurniokosoHa (3-6),
NPeLLLeCTBEHHMKA KOHEYHBIX MPOAYKTOB MMKMUpoBaHua [3].
YBenuueHue KoHueHTpaumm 3-[1I" BbI3BaHO OCTPOIA rUnepriam-
KeMMeW, KETOHOBbIMA TeNaMmn U NEPEKUCHBIM OKUCTIEHWEM
nmnugos (M0J1), cesizaHo ¢ obpa3zoaHneM A®K n uHaKTMBa-
LMen aHTUOKCUAAHTHBIX depMeHToB, uTo ycyrybnset K [3].
[pyrve uccnepnoBanma Takxke nokasanu yeenuuenue [10J1
W CHUMEHWE aHTMOKCMAAHTHbIX BuTaMuHoB C 1 E fo 1 Bo
Bpems [IKA y pereit [3]. [ToMMMO KNeTOYHOrO NOBPEXAEHMS
M0J1 A®K yyacTByioT B AMCHYHKLMM 3HAOTENMANBHLIX MEM-
BpaH Ha yposHe 3B, UTO ycMNMBaEeT Ba30reHHOe NOBpeXae-
Hue M [3]. AKTMBaUMA MeMBpaHOaTaKyIOLLEro KOMMEKCa
(C5b-C9), KoTopbii akTMBMpYeTCs y naumenTos ¢ KA fo Ha-
yana JieyeHus, TaKKe CBSI3aHa C MHAYKLUMEN MOBPEXAEHMS
HeMpoHoB [22].

3AKJTIOYEHUE

KorHutuBHas aucdyHKUMA, BO3HMKAIOLLAA B pe3ynbTaTe
OrM npu KA, nMeet cnoxHyto, MynbTUdaKTOpHY natodu-
310N0rNyecKylo Mofienb pa3suTus. CNOXHO CKasaTb, KaKoil
MMEHHO M3 OMMCaHHbIX MEXaHU3MOB (HOPMUPOBAHNSA KOTrHU-
TMBHbIX HapywweHun Ha goHe OFM 3aHuMaeT nuaunpyoLwme
Mo3uuMM, BMOJHE BO3MOXHO, YTO [aHHble naTtodusunono-
TMYECKME MPOLIECCHI ABMAKTCA 3BeHbSMW OfHOM Lenu. He-
00X0AMMbI AanbHerIUMe UCCNeA0BaHUSA, HanpaBeHHble Ha
BbISIB/IeHNE NATOreHeTUYECKUX MeXaHW3MOB Pa3BUTUS KOr-
HuTMBHOW AnchyHKUmMM npu OMM B pamkax [IKA B neamnatpu-
YeCKOIA NpaKTuKe.

AOMO/IHUTE/IbHAA UHOOPMALIUA

KoHdnukT nHTepecoB. ABTOp feKnapupyeT oTCyTCTBUE ABHBIX
W MOTEHLMANbHBIX KOH(IIMKTOB MHTEPECOB, CBA3aHHbIX C NybsnKa-
LiMeN HACTOSALLEN CTaTbM.

WUcTouHuk dmHaHcupoBaHus. ABTop 3asBnseT 06 oTcyT-
CTBWM BHELUHero hWHaHCMPOBaHUS NpU NPOBELEHUM UCCreno-
BaHuA.
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AHHOTALMA

MpesknaMncus — cUCTEMHOE TUNEPTEH3MBHOE 3aboseBaHue, pa3BMBalOLLEecs BO BpeMsi OEPEMEHHOCTU M XapaKTepHoe
TONbKO Ans YenoBeKa. CTOWKOe MOBbILIEHWE apTepUanbHOrO LaBJIEHUA W COMYTCTBYIOLLME NOPAXKEHUS OpPraHoOB OKa3blBalT
HeraTMBHOe BO3[EICTBME HA OpraHM3M MaTepu U pebeHKa He TONbKO BO BpeMsi GepeMeHHOCTH, HO U NOABEPraeT UX PUCKY
CepAeYHO-COCYNCTLIX U LiepebpoBacKyNSPHbIX OCMOXHEHWIA B fanbHeNLen Xu3HKu. HecMoTps Ha MHOroNeTHWe UccneaoBa-
HUS,, 3TUOIOTUA W NaTOreHe3 NPe3KNIaMNCUM U3y4eHbl HeJ0CTaTOuYHO, @ LOCTYMNHbIE HA CErOAHSALIHUN AeHb METOAbI IeYeHNSs
ocTatoTcs ManoaddeKTUBHLIMU. B 0630pe aHanM3upyloTcs COBpEMEHHbIE MPeLCTaBNeHUS 0 TUMAX U CTaAUAX NPe3KNaMNcuu,
a TaKKe 0 NaToMopGhONOrMYECKUX U3MEHEHUSAX B TKAHAX MNALEHTLI M KPOBEHOCHBIX COCYA0B. B HacTosALLee BpeMs B 3aBUCK-
MOCTM OT CPOKOB recTalLym, Natohmsnonoriv 1 KITMHUYECKUX NOCNEeACTBUMA ANA MaTepy BbILENSIOT 2 TUNA NpeskiaMncu —
MpesKnaMncus ¢ paHHuM aebiotoM (1o 34 Hed. 6epeMeHHOCTM) M MPEe3KaMncus ¢ NO3AHMM HayanoM (Ha/mocne 34 Hep.
unm nocne ponoB). lpeaknamncus ¢ paHHUM MPOSBNIEHMEM MpU3HaHa CNeACTBMEM AedeKTa nialeHTauuu, B TO BpeMs
KaK naTonorus cepaeyHo-cocyaucTon CUCTEMbI MaTepy SBNSETCA IMaBHON NPUYMHOMN NO3HEr0 BO3HUKHOBEHWUM 3ab0NeBaHus.
B 0boux cnyyasx HapyLleHUs nnaueHTapHoi nepdysun NpUBOASAT K MHOMOYMUCIEHHBIM MOP(ONIOTMYECKUM aHOMaNMsAM U 0T-
NOXeHW0 GUBPO3HOI TKaHW B NNALEHTe U COCyaax.

KnioueBble cfioBa: npesknamncus; NaToreHes; MpesKnamncus paHHero TWUMa; NPesKNaMmcus C MO34HWUM Hauasom;
natoMopdonoruyeckne nsmeHeHus; 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
V-2
ECOeVECTOR The article can be used under the CC BY-NC-ND 4.0 license

© Eco-Vector, 2024



0B30PHI

BBEAEHUE

Mpesknamncus (3) — ofHo M3 Haubonee pacnpocTpa-
HeHHbIX 3ab0NeBaHMIn rMNepTeH3UBHOM NPUPOLLI, pa3BuBa-
loLLieecs BO BpeMsi bepeMeHHOCTU 1 0nncaHHoe TOSbKO Y Ye-
noeeka [9, 13, 38]. PassuBatowascs y 2—10 % bepeMeHHbIX
MeHWwH M3 u conyTcTBYIOLME €N CUCTEMHBIE MOPAXKEHUS
OpraHoB ABNSAIOTCS NPUYMHON HEOOXOAMMOCTU NPOBELEHNS
MHTEHCMBHOI Tepanuu WM LOCPOYHOrO POJOpa3peLLeHus
(okono 20 % cnyuae) nyTem KecapeBa ceyeHus. bonee Toro,
M3, ocobeHHo ee paHHee nposBneHue (10 34 Hepd rectaumu),
npueogut K bonee yem 70 Toic. (10-15 %) MaTepuHCKMX
1 500 Tbic. (2025 %) BHYTPUYTPOBHBIX 1 HEOHATAMbHBIX MO-
Tepb BO BCEM Mupe, 0COBEHHO B Pa3BMBAIOLLMXCS CTpaHax
[49, 50, 54]. B Poccum runepTeH3mnBHbIE OC/IOXKHEHMSA BO Bpe-
Ms 6epeMeHHOCTM B NocieHUe rofbl 3aHUMalT 4-e MecTo
B CMWCKe MPUYMH MaTepPUHCKOM cMepTHOCTW. Tak, B 2018 .
Ha 1000 pomoB obuiee uucno cnyyaeB ymepenHon [13
coctauno 27,4, tsxenon N3 — 8,4 u sknamncum —
0,12 [2].

CornacHo KputepusM 06LLeCTBA aKyLLIEPOB-TMHEKOIOTOB
(American College of Obstetricians and Gynecologists —
ACOG, International Society for the Study of Hypertension in
Pregnancy — ISSHP), knaccuyeckumu cumntoMamm 113 cuu-
TalTCA: apTepuanbHas rMnepTeHsns [MOBbILLEHUE CUCTONU-
YecKoro apTepuanbHoro aasnenus (ALl) bonee 140 MM pr. cT.
u/vnu amactonuyeckoro AJl 6onee 90 MM pr. cT.], BNepBble
BO3HWKLLas nocne 20-i Hegenu bepeMeHHOCTH, DUKCUpyeMast
KaK MUHUMYM 2 pa3a B AieHb C UHTepBanoM B 4 y [9, 17, 48].
B TsenbIX cnyyasx CUCTONMYECKOe MAM AMAacToNMYecKoe
Al nosbiwaetcs go =160 MM pT. cT. 1 =110 MM pT. CT. co-
0TBETCTBEHHO. [13 MOXeT mnopa)kaTb MHOMECTBO LpYrux
CUCTEM OpraHu3Ma (AbIxaTeNlbHyl0, NeYeHOUHY, MOYEBbI-
LENUTENbHYH, HEPO3HAOKPUHHYID U KPOBEHOCHYH), Npu-
BOASA K 3aJepXKe pocTa niofa, NpexLeBpeMEHHbIM pofiaM
U apyrum HebnaronpuatHeiM UcxogaM. [uarHos 13 MoxeTt
BKJIKOYaTb MO KpalHel Mepe eLlie OLHO COMYTCTBYlOLLee oc-
NOXHEHWE — HapyLUeHWe GYHKLMU MOYEK M MPOTEUHYPUID
(copepxkanue obuiero benka B cyTouHoi npobe =0,3 r/cyt
uam >0,3 r/n B 2 nopumsx MouW, B3ATbIX C MHTEpPBaNOM
B 6 4, HO <5 r/cyT unm <3 r/n B 2 NOPLMAX MOYM, B3AATbIX C UH-
TEpBaioM B 6 Y, HapyLieHue QyHKUMU neyeHm (yBenuyeHue
KOHLIEHTpaLMM TpaHCcaMMHa3 He MeHee YeM B 3 pa3a Bbilue
HOpMbI), TPOMOOLMTONEHNS (YMCNO TPOMOOLIMTOB MEHBLLE
50000/MK), HEBPOMOrMYECKUE WM 3PUTESIbHBIE OCIOXHE-
HUs (CnenoTa, UHCYMbT, CUMbHbIE FOI0BHbIE 60N U CTOMKas
3puUTeNibHas CKOTOMa), AMCNenTMYecKMe paccTPoiCTBa, reMo-
N3 B NepudepuyecKoin Kposm 1 ap.

B HacTosiwee BpeMs Ans KOppeKUMM cCOCTOSHUMA be-
PEMEHHBIX KEHWMH € 113 NpUMEHSIOT PAA, MNOTEH3UBHbIX
npenapatoB [44, 48], ogHaKO BO3MOXKHOCTU 3(QHEKTMBHOM
NPOGUIAKTUKM OrpaHUYeHbl, @ eAMHCTBEHHBIM HaLEXHbIM
cnocoboM npenoTBpalleHns HeobpaTMMOro noBpexpe-
HWS OpraHoB WK rbenu MaTepu ocTaeTcs popopaspeLue-
HWe, 4acTo MpeX[eBpeMeHHoe. MHorma runepreH3us He
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MCYe3aeT W MoCIIe POLOB, @ B HEKOTOPBIX CITy4asX pPa3B1BaeTCS
de novo B nocnepos0BoM nepuoze (nepcuctupytoLLas nocne-
pogosas 13) [18]. KpoMe Toro, 13 cuntaeTcs 40ArocpoOYHbIM
(haKTOpOM NpeLpacronoKeHHOCTH K pa3BUTMI0 CEpLEYHO-CO-
CYBMCTBIX U LiepebpoBacKynsapHbIX 3aboneBaHuin B TeUEHME
nocneaytoLLei u3nu [8, 23, 24]. Y eHwwmH, nepeHectunx M3,
CHMXAETCA 0XKMAaemas NpOSOSIKUTENBHOCTb KU3HU, yBe-
NIMYMBAETCA PUCK BO3HMKHOBEHWS caxapHoro Auabeta
M KOTHUTUBHBIX HapyweHuii [51, 52]. BHyTpuyTpobHOe BO3-
nencteue M3 Ha peTent B bonee no3agHeM Bo3pacTe MpUBO-
OMT K HapyLIeHUI0 pPa3BUTUA HEPBHOM CUCTEMbI, PasBUTUIO
CepLEeYHO-COCYamUCThIX U MeTabonnyeckux 3aboneBaHwi
8, 22, 24].

HecMoTpss Ha MHOroneTHMe HayuHble WCCIef0BaHUs
W pasBuTUe MefULMHCKUX TexHonorui, natodusuonorus 13
0CTaeTcs MasornoHATHON, a ee Havyano 1 CTeneHb NPOrpeccu-
pOBaHuA HenpencKasyeMmbl. B aaHHoM 0630pe onucbiBatoTCs
MNbI 1 cTagmm M13, a TakKe KNaccMULMPYOTCS COBPEMEH-
Hble [laHHble 0 MPUYMHAX aHOMaNbHOW MaLeHTaumm, naro-
MOPQONIOrMYECKMX M3MEHEHUSX B TKAHAX NaLEHTbI U KpoBe-
HOCHbIX COCyA0B, Habnopatowmecs npu 3.

KNTACCUPUKALUA NPE3KTAMIICUN

M3 nposiBnsAeTCS B reTeporeHHbIX popMax 1 Knaccupuup-
pyeTcs B 3aBUCMMOCTW OT CPOKOB rectauuu, natodusuono-
UM W KIIMHAYECKUX NOCNeLCTBMIA Ans MaTepu. B nutepatype
onucaHbl pedKue cryyau atunuyHoi 3, passuBlueiica [0
20 Hepn. 6epemeHHocTM [33], ofHaKo 06bIYHO XxapaKTep-
Hble NpWU3HaKW 3Toro 3abonieBaHUs pPerucTpupyloTCs No3xe
[9, 13, 44]. B 3aBMCMMOCTY OT CPOKA NPOSBNEHMNS KIIMHUYECKH
3HauMMbIX CMMNTOMOB B HacTosiLLee BpeMs BblgenstT 2 oc-
HOBHbIX noatuna M3 — ¢ paHHUM HauanoM (ao 34-i Hepe-
N1 bepeMeHHOCTH) U € NO3LHUM LebloToM (MposiBnsioLLasca
Ha/nocne 34-i1 Hegenn UK Aaxe nocne poaos) [42, 47, 53].
[enenue Ha aTv nogTunsl 13 noaTBepKAaETCA pa3UYHBIMU
KIMHUYECKUMM UCXOAaMM U daKTopaMm pucka. Takas Knac-
cndmkauma M3 HeobxoayuMa ansa paspaboTku JONrOCPOUHBIX
MPOrHO30B U LieNIeBbIX MOAX0A0B K CKPUHUHIY, MPOoduMnaKTH-
Ke 1 nedenunio M13.

Panuuin Tvn 113 ABnsetcs cneactBMeM NnaueHTapHOM
OMCOYHKUMM M XapaKTepusyeTcs BbICOKOW 4acToTol 3a-
[EPXKM pocTa niofa. Y bepeMeHHOW XeHLMHbI Habnwoaa-
€TCA BbICOKOE nepudepruyecKoe coCyaMCToe CONpOTUBIEHNE
W HU3KWMIA ceppeyHbin Bblbpoc. [lpu 3tom tune 13 vacTo
€[MHCTBEHHbIN cnocob n3bexatb HebnaronpusaTHbIX Mo-
CNefCTBUN ANs 3[0pPOBbS MaTepu — MpexAeBpeMeHHoe
poaopaspeluenue [26, 42, 47, 53].

Mpn passutum M3 ¢ NO3LHMM HayanoMm naLeHTaums
00bI4HO He HapylieHa, pOAbl Yalle MPOUCXOJAT B CPOK,
HOBOPOX[EHHbIE HE WMEIOT aHOMallbHbIX OTKIOHEHWI
B pocTe M MoryT ObiTb Aae KpynHbIMW A CBOEro recta-
LMoHHoro Bospacta. lepudepuyeckoe cocyauctoe conpo-
TMBNIEHUE MaTepu HWU3KOe, CepAeYHbl BbIOPOC BbICOKUIA.
OpHako u N3 ¢ no3gHMM HayanoM npeAcTaBAseT yrpo3y Ans
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300p0BbS KEHLWMHbI. OnacHbIMWA JJ1S KU3HU NpUMepamu
M3-accounmpoBaHHbIX KPU30B, KOTOpPLIE Yallle BCTPeYatTcs
Ha MO3AHUX CpoKax bepeMeHHOCTW unK Mocne pojoB, sB-
NAKTCA 3KNaMncus (Cyaopork), a TakkKe Tak HasblBaeMblid
HELLP-cunopoM (reMonu3, HU3KWA YpOBEHb TpOMbOLM-
TOB U MOBbILUEHNE AKTUBHOCTU MEYEHOYHbIX (EepMEeHTOB).
MpuHMMas 3To Bce BO BHUMaHWe, nocnepofoByto 13 uHorga
BbILENAOT KaK 0TAeNbHY0 dopMy [26, 42, 47, 53].

MATOrEHE3 NPE3KTAMIICUNA

3Jtnonorus u natorexes 13 BapbupyHOT B 3aBUCKMOCTM OT
CPOKa ee MposiBNEHNS, FeHeTUYECKON NpeapacnonoeHHo-
CTU U YKe UMEIOLLMXCA Y MaTepy NaTonoruiyeckux CoCToAHUMA
[26, 42, 44, 47, 53]. N3BecTHble (aKTOpbl pUCKa pa3BUTUA
M3 BKIOYAKT XPOHWUYECKYK apTepuanbHYK TUMepTEH3MIO,
XpOHWYecKue 3aboneBaHUs MOYEK, MperecTaLMoHHbIA UK
reCTaUMOHHbIM caxapHblid auabet, oxupenue, aHTMdocdo-
JMNUEHBIV CUHLPOM, ayTOMMMYHHbIE 3a00NeBaHus, NO34HUIA
PenpoAYKTUBHbINA BO3PacT, NepByld 6epeMeHHOCTb, MHOr0-
nnogHyto bepeMeHHoOCTb, cyyam [13 B ceMbe, 3KCTpaKopno-
panbHoe On0A0TBOPEHNE.

1-51 cTapms / Stage 1
MnavueHTapHas aucdyHkums / Placental disfunction
1-7 u 214 Tpumectpsl / Trimesters 1 and 2

T

MarepuHckue dakTopbl /
Maternal factors

+

Vol 15(4) 2024

Pediatrician (St. Petersburg)

B xoze n3yyenus 13 6binm npeanoxeHbl HECKOMBKO KOH-
Lenuuii ee BO3HUKHOBEHMS, 0OBACHSAIOWMX pa3nuyHylo TH-
JKECTb TEYEHUs W pa3HO0Dpasue KIMHUYECKUX MPOSBEHMIA
3aboneBaHus. HecMoTps Ha HeKoTopble BapuaLuu B npeana-
raeMblx MaToNOrMYECKMX MEXaHN3MaX, MMEIOLLMECS K HACTO-
fLLieMy BpeMeHU LaHHbIe YKa3bIBalT Ha TO, YTO LieHTPasbHbIM
KPUTMYECKUM KOMMOHEHTOM KaK paHHeM, Tak 1 No3aHei dop-
Mbl 13 ABNSieTCA NnaLeHTa, a peLalLumM GakTopoM — Ha-
pyLLeHue nnaLeHTapHon nepdysum. JaHHbIN GaKT no3soaun
pa3paboTatb MHTErpasbHylo KoHuenumio passutus 13, KoTo-
pas CBA3bIBAeT (EHOTUMbLI paHHeN U No3aHei hopM 3abone-
BaHWUS HE3aBMCMMO OT TOro, AOMUHMPYET NN NnaLeHTa uu
cepaeyHo-cocyauctas cuctema (CCC) matepu [42, 53, 571.
31a mopensb Bbigenset 13 1 n 2 Tunos, cneumdmka KOTOpbIX
MoATBEPXKAAeTCA pe3yNnbTaTaMi MOJIEKYNSAPHBIX, NPOTEOM-
HbIX M TPAHCKPUMTOMHbIX UCCNEAO0BaHUIA W B LIEIOM COOT-
BETCTBYET KaccUdUKaLMM MO CPOKY rectauum (CM. pUCYHOK).

MpeaknaMncus ¢ paHHUM Hayanom

M3 paHHero Tuna, pa3suBatowiascs [o 34-W Hepenu
bepeMeHHOCTH, NpU3HaHa CleacTBUEM LedeKTHOW nnaLeH-
TauMW, a NPUBOAALLIEN K HEN MONEKYNApHbIE U3MEHEHUs,

Trophoblast growth impairment

!

‘ HapyLueHve niBasun Tpododnacta / ’

HenonHoLeHHoe peMozen1poBatme cinpanbHbIX apTepuit /
Inadequate remodeling of spiral arteries

3azepika pocta niopa /
Deleted fetal growth

!

CHMXeHWe MaTOYHO-NMaLeHTapHOro KPOBOTOKa /
Decreased utero-placental circulation

!

HapyLuenue nnaveHTapHoit nepdysum /
Placental perfusion impairment

A
TMnoKcus 1 MweMus nnaueHTs! /
Placental hypoxia and ischemia

+ + +

2-5 cTapms / Stage 2
MarepuHckas ctapums / Maternal stage
Mocneanui 2-i u 3-i TpUMeCTpbI /

Menuatopbl Bocnanenus /
Inflammation mediators

OKcupaTMBHBIA cTpecc / | | AHTUaHTMOreHHble GakTopsl /
Oxidative stress Antiangiogenic factors

Last Trimesters 2 and 3

PucyHok. 0600L1eHHas cxeMa ABYX CTagui Npe3kiaMncum
Figure. General scheme of preeclampsia’s two stages
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CucteMHas cocyauctas avchyHkuns /
Systematic vascular disfunction

!

MopaeHue BHYTPEHHUX OpraHoB /
Internal organs impairment

I

MaTepuHCKuA cHapoMm /
Maternal syndrome
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BO3HMKAIOT OTHOCUTENbHO paHO BO BpeMs bGepeMeHHOCTU.
B HacToswee BpeMs Hambonee Mpu3HaHHON Teopuei no-
ABnenHns 3ton dopmbl 13 cuntaetcs MoamduUUMpoBaHHas
MoJleNb, U3HaYanbHo paspabotaHHas C.W.G. Redman [40].

B ocHoBe [13 atoro Tna nexwT AByxaTanHbld npowecc
HapyLLeHUsi MaTOYHO-N/aLEHTapHON nepdy3um [26, 42, 47].
MepBas ¢da3a 3aboneBaHus, 06bIYHO pa3BMBaOLLAACA
B 1-M TpumecTpe bepeMeHHOCTH, COBNAfaeT C MHBa3Wel BHe-
BOPCUHYaTLIX KNETOK Tpodobnacta B CTEHKU LeLmayanbHbIX
cocypnos. Mpegnonaraetcs, yto 31a ctagus 13 HaumHaeTcs
LaXe paHee 8-M Hefenu, BO BpeMsi GOPMUPOBAHUA MaTOu-
HO-N/1aLleHTapHOro KpoBoobpaLLeHns, KOTOPoe 3aBepLUaeTCs
K 12-1 HepensM, 4To no3BosseT 0603Ha4NTb pa3BUTUE paH-
Hein dopmbl 113 B nepuop ot 12 no 20 Hep, recTaumm.

[ins ycnewHoro ncxopa 6epeMeHHOCTM HeobxoguM po-
CTaTOYHbIN MPUTOK KPOBM K MaLEHTe, a peLuatoLiee 3Haye-
HUWe [N1S1 ee HOPManbHOro QYHKLMOHUPOBAHNSA UMEET Hannume
MOJIHOLLEHHOM pa3BeTB/IeHHOW cocyaumcToii cetu [11, 21, 31].
OCHOBHBIMM KPOBEHOCHBIMM COCYLaMM, CHabXatoLLMMK Kpo-
Bbl0 MaTKy, ABNIAOTCA MaTouHble apTepun. OT HUX bepyT Ha-
yano gyroobpasHble apTepuy, OKpyXaloLime MaTKy W npo-
Xo4AlMe MeamnansHo Yepe3 MuoMeTpuid. OT ayroobpasHbix
apTepui OTXOZAT pafuvanbHble apTepuu, NpOHWKaloLue
B MbILLEYHbIE BOJIOKHA MMOMETpHSA 1 0bpasytoLme cnvpanb-
Hble apTepum B 6a3anbHOM Coe M QYHKLMOHAIBHOM 3H[0-
METPUM PALOM C COEAMHEHWUEM 3HLOMETPUA — MUOMETPUIA.
[lna ycnewwHon MMNNaHTaumMmn NAoAHOro AnUa, a B fanbHen-
WeM Ans HOPManbHOro QyHKLMOHWUPOBAaHWSA MNALEHTLI He-
obxoauma TpaHcdopMaumsa 3Tux cocyaos. [pu HopManbHoM
DepeMeHHOCTH MNafKOMBILIEYHbIE KIETKU CTEHOK Crvpasib-
HbIX apTepuin 3aMeLLaloTcs KiieTkamu Tpodobnacta aMbpu-
OHaIbHOr0 NMpoMcXoXKaeHus. B pesynbrate ycnewwHoi uHBa-
3UM [MaMeTp MPOCBETa CMMpanbHbIX apTepUin 3HAYUTESTBHO
YBEJIMUMBAETCSA, U OHU W3 BbICOKOPE3UCTEHTHBLIX COCY[0B
C Y3KMM MNpOCBETOM MpeBpaLlaloTcA B LUMPOKUE COCYAb
C HU3KOM COMPOTMBISAEMOCTbLIO, TEPSS MPU 3TOM aBTOHOMHYHO
MHHEpBaLMIo, — MPOLLeCC Ha3bIBAETCS PEMOJENMPOBAHNEM
cnupanbHbIX apTepui. 3Ta Guanonormyeckas TpaHcdopMa-
LMA MaTOYHO-MNALEeHTapHbIX CMMPanbHbIX apTepuii uMeeT
peLLatoLLiee 3HayeHue Afs YCMeLIHOW UMMIaHTauum 1 Hop-
ManbHOM nepdy3uyv NnaueHTbl OIS MWTaHUS pacTyLlero
nnopa.

B cnyyae rectauMoHHbIX 0CNOXHeHUK, Brukoyas [13,
3TOT FEHETUYECKM U UMMYHONOTUYECKU PETYNIUPYEMBIA Npo-
Lecc Hapywaetcs. HenonHas LecTpyKums CTEHOK apTepuii
He No3BOJSISET KNeTKaM Tpodobnacta rnyboKo NMpOHWUKHYTL
B HUX. TakuM 06pa3oM, HavanbHasa ¢asa [13 paHHero Tvna
(1-1 cTapus), Ha3blBaeMas nnaLeHTapHOW CTaauWel, HaunHa-
eTca ¢ aedeKTHoM (NoBepXHOCTHOM) MHBa3uKM TpodobnacTa.
370 NpMBOAMT K HEMOJTHOMY PEMOJENMPOBAHUI0 CIMPATbHBIX
apTepwii C NOCeayLLMM CHXEHWEM COCYLUCTON EMKOCTMH,
MOBBILLUEHHBIM COMPOTUBIIEHMEM MaTOYHO-MJIALEHTapHOro
KpOBOOOpaLLEHNs, HapyLIEHNEM MaTOYHO-NNALEHTapHOV
nepdy3uu, aHOManbHbIM KPOBOCHAbKEHMEM Noja M pas-
BUTUEM WULLIEMUMU.
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MoparkeHHast U aHOMasbHO YHKLMOHMPYIOLLLAA NiaLeHTa
BbICBOOOK/1AET B KPOBOTOK MaTepy MHOXECTBO COeMHEHUH,
B TOM YnC/e U3DbITOYHOE KONIMYECTBO aHTUAHTUOTEHHbIX QaK-
TOPOB, B pe3yNbTaTe Yero BO3HWKAKT BOCMANNUTENbHbIE peaK-
umm [30]. XoTa cucTeMHoe BocnaneHue ABNAETCA TUMUYHBIM
deHoMeHOM HopManbHoW BepeMeHHOCTH, Npu passuTiu 13
BOCMaNUTENbHbIE MPOLECCHl YCUNMBAOTCA. 3TO CBUAETENb-
ctByeT 0 nepexoge [13 Ha 2-10 cTagmio, KoTopas NpefcTaB-
nseT cobon peaKUM0 OpraHM3Ma MaTepu Ha OUCHYHKLMIO
MnaleHTbl U aucbanaHc Mexay YPOBHAMM LMPKYSMPYIOLLMX
MPOAHTMOTeHHBIX M aHTMAHIMOreHHbIX GaKTOpPoB B BUae 60-
Nee 3HaYMMbIX NPOSIBIIEHUN KIIMHUYECKMX NpU3HaKoB 13 —
0OLUMPHON MaTepUHCKOM 3HAO0TENUanbHOW AUCHYHKLMM,
CUCTEMHOrO BOCMaNIEHWs COCYLOB, MPOTEMHYPUM, apTepu-
aNnbHOW rMNepTeH3UNK, NOPAXKEHNEM MaTEPUHCKMX OpraHoB,
TaKUX KaK MOYKW, FONOBHOM MO3r U MeyeHb, AaNbHENLLIEro
HapyLLEHUs MaTOYHO-MJTaLeHTapHo! nepdysuu, Yo TpebyeT
MpeXaeBPeMEHHOr0 poopaspeLLeHus.

lMpeaknaMncusa ¢ No3gHUM Hayanom

Passutue M3 2-ro Tvna (nosaHen 13, passuBatoLeiica
nocne 34-i Hepenu bepeMeHHOCTM) 00bIYHO He COMPOBOXAa-
€TCs aHOMaJbHOM MiaLeHTaLymei. B cBa3u ¢ aTuM, HecmoTps
Ha 6e3ycnoBHO BaxHyl0 Pofib MALEeHThl, NOSBASETCSA BCe
Bonblue [OKa3aTenbCTB TOrO, YTO B CNy4ae BO3HUKHOBEHMS
3T0i opMbl 3a00N1EBaHUA JOMUHUPYET MaTepPUHCKas 3TUO-
norus. 3710 NpuBeNo K paspaboTKe KOHLenuuu, npeanona-
ralwLlen, YTo 0CHOBHOM MpuumHoM 113 ¢ no3gHuM aebroTom
ABNAETCA YXKe UMelLancs 4o 6epeMeHHOCTU AUCHYHKLMS
CCC v reHeTyecKas NMpeapacnosioKEeHHOCTb MaTepu K M-
nepTeH3MBHbIM 3ab0/1EeBaHNAM UM HapylleHWto obMeHa
BewlecTB [26, 42, 53, 57]. Hanpumep, HapyleHue 3HpoTe-
JNiA-3aBMCUMON Ba3opesiaKcaLm B KOMOMHALMM C HE3Haum-
TeNbHbIM NOBLILLEHXEM NYSILCOBOTO LaBMEHUS U apTepuanb-
HOW runepTeH3nen y naumeHToK c 3 vacto Habnopaetcs
eLle [0 Hayana recTalMoHHOM TMNEPTEH3UM WU NPOTEUHYPUN.

B aTon Mopenu MMeHHO reMoaMHaMuU4eckue 0cobeHHo-
ct1 CCC MaTepu UrpatoT peLLatoLLyto posib B MPOBOLMPOBaHWM
CUCTEMHbIX NaTOMU3NONOMMYECKUX U3MEHEHWIA W BIIUSIOT Ha
(YHKUMIO NNaLeHTbl, NPX 3TOM NaLeHTa TOTbKO YMePEHHO
IMchYHKLMOHANbHA, @ COOTHOLLEHME NPOAHTMOTEHHBIX U aH-
TUAHIMOTeHHbIX PaKTOPOB MOXET ObITb [aXe HOpMasibHbIM
NN U3MEHATLCA He3HauMTeNbHO. Bo BpeMs HopManbHol be-
pemMeHHOCTM npoucxopuT agantauus CCC MaTepu K HOBbIM
notpebHoctaM 6epeMeHHocTn. OgHaKo npu passuTum 13 3Ta
aflanTauua HapyllaeTcs, X0Ts cneuuduyeckme M3MeHeHus
BCe elle He BbiiCHeHbl. B pesynbTate Bo3moxHocTu CCC
MaTepu He COOTBETCTBYIOT NoTpebHocTAM deTonnaleHTap-
HOM CUCTEMBI U ONTUMASbHBIM YCIIOBUAIM PasBUTUA MNoAa.
B pesynbTaTte Hej0CTaTOMHOTO KPOBOCHAbXKEHMS MPOUCXOAUT
«CLLaBNIEHNE» MNALEHTbI, TEPMUHAMbHBIE BOPCUHBI CHUMALOT-
Csl, 3aTpyAHSAS MEXBOPCUHYATYK nepdy3uio, YTO NpUBOAUT
K CHUXEHWIO MNaLeHTapHoi Nepdysuu, runoKcumM U CTpec-
Cy CMHUMTMOTPOdoBNacToB TaK e, Kak 1 npu [13 ¢ paHHUM
HayanoM [26, 40, 42, 47, 53]. 3ta dopma nnaueHTapHoMH
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DMCOYHKLMM B KOMOMHALMM C HapacTatoLLel HeCroCcoBHOCTbH
YL0BNETBOPUTL NOTPEOHOCTU CHabXeHMs nnofa pasBuBaeTCs
1 MpY MaKpPOCOMMM, MHOFOMIOAHOM W NEPEHOLLEHHO bepeMeH-
HOCTW. AHOManbHO QYHKLMOHMPYIOLLAA NiaLeHTa BbICBOBOX-
[aeT B KPOBOTOK MaTepu (aKTopbl, Bbi3biBatoLLme 06LLMpHOE
MOBpEXAEHe IHAOTENNA COCYAO0B HEKOTOPbIX OPraHoB, BKIHO-
Yyasi MOYKM, FOJTOBHOM MO3r M NeveHb. TakuM 0bpa3oM, «caaBne-
HMe» MNaLeHTbI NpY AOHOLLEHHOI bepeMeHHOCTV npeanonara-
€T, 4TO NyaLeHTapHas AUCYHKLMS, 00bI4HO paccMaTpuBaeMas
KaK paHHW npouecc (1- cTagua npu paHHel ¢dopme M13),
MOXET BO3HUKHYTb [la)ke Ha NocnefHuX Mecsilax bepeMeHHo-
CTW BCNELCTBME aKTMBALMW APYrUX MeXaHu3MoB [26].

MATOMOP®0J/I0M'MYECKUE
U3MEHEHUSA B TKAHAX NJIALIEHTDI

MnaueHTa — YHUKanbHbI OpraH penpofyKumm, obecne-
YMBAIOLLMIA B3aMMOJENCTBUE MEXIY MaTepbio U pa3BuBalo-
wumca nnogoM [10, 11]. MHorouncneHHble UccefoBaHua
[0Ka3anu BaXKHeMLLYy posib NAaLeHTbl B pa3sutum [13, npu
3TOM ee NaToMophoorniyecKne XxapaKTepUCTUKM NpU paHHeN
¥ no3aHen GopMax atoro 3aboneBaHNUs 3HaUMTENbHO pasin-
yatotea [28, 37, 46]. B HacTosLee BpeMs NpUHATA KOHLLeNUUS
Manbnepdy3un NNaLeHTbl C UWEMMEN TKaHeW, HeJocTaTou-
HOM nepdy3uen cocynoB MaTepyu WK NnaLeHTapHoOW Hefo-
CTaTO4HOCTbI0. MaTepuHcKas cocyauctas Manbnepdysus
pasfenseTcs Ha 2 TMMa B COOTBETCTBUW C BbISBNEHHLIMY
TUCTONOMMYECKUMU U3MEHEHMAMM: YacTUYHBIMU (YaCTMYHOE
npepbiBaH1e nepgysun Yepes nnaLeHTy, HanpuMep MecTHble
MHaPKTLI) M NOJHBIMM (MOJTHOE NpeKpaLLeHNe NPUTOKa Kpo-
BM K Y4aCTKy/CErMeHTy NnaLeHTbl B BUAE AUCTaNbHOM r1no-
Mnasum BOPCUHOK U/WMAM YCKOPEHHOE CO3peBaHue BOPCHH),
X0TA 06bIYHO 3TV TUMbI COCYLLECTBYIOT.

B cnyyae yacTuyHomM Manbnep@ysum MUKpPOCKOMUYECKME
UCCNeLl0BaHNSA BbISIBNAIOT JIOKANM30BaHHOE U YCKOPEHHOE
CO3peBaHMWe BOPCUH HA OfHMX Y4acTKax MialeHTbl U Hepo-
pasBUTME BOPCHH B ApYrux 0bnactsx, 00bIYHO BHYTPU 3TOrO
opraHa, yepefoBaHue CnabopasBUTbIX PErMOHOB C MEHb-
UMM YMCTIOM BOPCUH M 06/1acTeld C MOBBILIEHHBIM CKOMIe-
HWEM BOPCMH, YBENIMYEHHblE CUMHLMTUAMbHBIE Y3Mbl, Nepu-
BUIINIO3HOE HaKomneHue GuUbpUHa W arrnTMHALMS BOPCUH.
Mpu 3ToM TMNe Manbnepdy3un Hanuuue bonee MeNKUX U Me-
Hee pasBMTbIX BOPCMH UMM KOPOTKMX CBEPX3PESIbIX BOPCUH
Mo CpPaBHEHUIO C TAKOBLIMM B HOPMasbHOM MJIaLLEHTe TaKoro
XK@ TrecTalMOHHOr0 BO3pacTa YKasblBaeT Ha OrpaHWyeHue
KpOBOTOKaA 13-3a HeafieKBaTHOr0 peMo/ieNIMpoBaHNs MaTou-
HbIX apTepuii U SeunayanbHylo apTepuonaTtuio, NpUBOASLLYIO
K HepaBHOMepPHOMY KpoBocHabxeHuto [12, 16, 37, 46].

Mpn nonHol Manbnepdysuu MUKPOCKOMMYECKUI aHa-
N3 BbISIBNSAET 06LUMPHBbIE BOPCUHYATLIE MH(DAPKTHI C YETKO
0YEepYEHHBIMU KpasMu, 00bIYHO pacnosioeHHble B 6asanb-
HOM MNacTUHKe MAaLeHTbl, a TaKXKe oYaru Hekposa u3-3a
MOSIHOM YTpaThl KPOBOTOKAa. B 3aBMcMMOCTM OT [aBHOCTU
uHdapKTa B Tpodobnactax HabnofaeTca noteps ALepHOM
6asodunum, conpoBoXaaloLLasncs paspyLUeHMeM NPOCBETOB
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COCYA0B M1043, CTPOMabHbIA G1bp03, MonHoe paspyLueHme
Y vHBOMIOUMA TpodobnacTa B cocyax nnoja, YTo B COBOKYM-
HOCTU MPUBOAMT K KOJNNANCy MeXBOPCMHYATOro MpOCTpaH-
CTBa W Hanuumto ¢mbpuHa Bokpyr BopcuHok [12, 37, 391.

MPE3KNAMINCUA U DUBPO3

TeueHne pa3nnyHbIX rMNepTEH3MBHBIX 3aboneBaHUi ya-
CTO COMpOBOX[aeTcs pa3suTeM (nbpo3a B KPOBEHOCHbBIX
cocypax u cepaue [5, 19]. B cBasm ¢ atum passutue 13
W CepAEYHO-COCYAMUCTBIX OCNOMHEHUIA Y XKEHLLMH, NepeHec-
KX 370 3aboneBaHue, B LaNbHEWLLIEM CBA3LIBAKT TaKXkKe
C aHOMasbHOW MHTEeHCUdUMKaLmel npodnbpoTUHECKMX Npo-
LLeccoB B TKaHsx [34, 41].

®nbpo3 — natonormyeckuii npouecc, 06bI4HO BO3HUKAET
B OTBET Ha MOBPEX/EHWE WM BOCMaNeHne W NpeLcTaBnseT
coboii pe3ynbTaT U3BLITOUHOrO CMHTE3a KOMMOHEHTOB BHE-
KNIETOYHOr0 MaTpuKca B COEAMHWUTENbHOM TKanm [19, 29].
Ecnm B 3p0poBbix TKaHsx ¢ubpobnactam npuHapnexuT
BeAyLlas pofb B MOAAEPMKAHWWN BHEKNIETOUHOr0 MaTpuKca
M 32KMBNIEHUM paH, B MATONOTMYECKUX CUTYaLMsAX WX He-
KOHTponMpyeMasi nponudepaums NpuBoauT K Gubpo3sy. 3tot
npoLiecc XxapaKTepeH Ans MHOXecTBa 3abonieBaHuii: cucTeM-
HOro CKJ1ep03a, MAMoNaTUIECKoro feroyHoro Gubposa, ump-
po3a neyeHu, hbrubpo3a NoyeK 1 cepLeyHON HeL0CTaTOHHOCTH
[19, 27, 32]. HabntogeHne BOIOKOH KonnareHa B CTPOME BOp-
CMH XOpMOHa YXKe Ha 2-M MecsLe OepeMeHHOCTU NO3BOUIO
NPeanoNoXNUTb, YTO OHOW M3 Npu4mrH 13 MoxeT BbiTb K-
Bpo3Hoe nepepoxaeHne TKaHen [15, 43]. B cBs3m ¢ TeM, uto
BOpCMHYaTas CTpOMa XOpMOHA MEePBOHAYabHO MPOUCXOAMUT
1“3 BHE3IMBPMOHaNbHON Me30[EepMbl U COCTOMT U3 Me3eHXHU-
ManbHbIX KJIETOK, KIeTOK peTuKynyMa u gpubpobnactos [10],
(unbpo3 ABNseTCA 0QHUM K3 Haubomnee TUMMYHBIX U3MeHe-
Huit B nnaueHTe npu M3 [14, 35]. NanbHenwme nccneposa-
HWUA NOATBEPAUIN KIIMHUYECKYH0 3HAaUMMOCTb pubposa B CCC
u nnauente npu M3. Y xeHwwuH, nepeHecwmx 3, noBbiwa-
€TCA PUCK Pa3BUTUA TMMNEPTOHUM, ULLEMUYECKON BonesHu
CepLia M UHCYNbTOB B AanbHelilwen u3nu [18, 23, 51], no-
3TOMy Npegnonaraetcs, 4to Bo Bpems [13 npoucxoasT Heob-
paTuMble u3MeHeHns B TKaHax CCC, HanpuMep aHoManbHoe
pemMofieNMpoBaH1e COCYL0B MMOKapAa, YTo MPUBOIMUT K OT-
NOXeHWo Grbpo3HOI TKaHM 1 noTepe dyHKumi [20, 36].

Mo3nHee 6bIN0 NOKasaHo, YT0 NOoA06HO TOMY, KaK 3To
npoucxoaut B TKaHAx CCC npu pgpyrux runepTeH3UBHbIX
3aboneBaHusX, NaTofOrMYecKMe MexaHu3Mbl pa3BUTUA CO-
cyamctoi auchyHkumm npu M3 sBnA0TCA CNeACTBUEM U3-
MEHEHS NaLeHTapHOM NPOAYKLMW Ba30aKTUBHBIX BELLECTB,
B YaCTHOCTW 3HAO0rEHHbIX KapAMOTOHUYECKUX CTEPOMAOB —
(aKTopoB, MOLOOHBIX aKTUBHBIM BeLLECTBAM HamepcTsH-
KU U QYHKUMOHUPYIOLLMX KaK PerynsTopbl 3KCKpeuuu Ha-
Tpusa nyteM uHrnbmposanus Na/K-AT®asbl [1, 7, 45]. OpguH
U3 TaKux CTepouaoB — OydaameHonma MapuHobydareHuH
(MBI') — cnocobeH cTUMyNnUpoBaTb CUHTE3 KOMINareHa u uH-
pyumpoBatb ¢unbpo3 B TkaHsax CCC u noykax B HaHOMONAp-
HbIX KOHLIEHTpaumsix [4, 25].
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Passutne M3 conpoBoXaaeTcs CyLeCTBEHHbLIM MOBbI-
LeHneM ypoBHeir MBI B LmpKynsauuu, B LenoMm B 2 pasa
MpeBbIlUas MoKa3aTenu, M3MepsieMble B KPOBM MEHLLWH
C HOPMOTEH3MBHOM bepeMeHHOCTbIO. EcnyM KoHUeHTpa-
uma MBI B nnasMe KpoBM 3[0pOBbIX HEHLUMH COCTaBNAET
0,6-0,8 HMonb/n, y naumeHToK ¢ nerkoi dopmoii M3 n He-
bonbLumM yBennyennem Afl copepxanme MBI yBennumBaetcs
B cpeaHeM Ao 1,6 HMonb/n, a npu Tsxkenoi M3 (c nosbiwe-
HueM cuctonmyeckoro AJl 6onee 160 MM pT. CT.) YpOBEHb
MBI B nnasme pocturaet 2,6 Hmonb/n [6]. «[atodmsmono-
TMYeCKM 3HauuMble» KoHLUeHTpauum MBI, HabniogaeMble
y naumeHTok ¢ M3 (1-3 HMonb/n), Ha 25 % uHrMbuposanu
Na/K-AT®asy B cocyaucToii capkoneMme B 3KCMEpUMEHTaxX
in vitro v NHAYLMPOBANW COKPaTUTENbHBIA OTBET B M30JIUPO-
BaHHbIX KOJbLiaX bpbiKeeyHbIX apTepui YenoBeka [6]. Mo3To-
My 6bl10 BbICKa3aHo npeanonoxenue, yto MBI MokeT bbiTh
He TOJIbKO MapKepoM, HO U GaKTOpOM, HampsiMyto BOBNEYEH-
HbIM B natoreHes [13, a pa3sutue ¢ubpo3a TKaHeN BKIKO-
YaeT CUrHasbHbIE MyTW 3TOT0 KapAMOTOHMYECKOro CTepouza.
KpoMe Toro, MMMyHOrMCTONOTMYECKWA aHanU3 NoKasar, yTo
B MMaLeHTax, NoyYeHHbIX 0T nauueHTok c M13, npoucxoout
yBenmuyeHne cogepxanus MBI B BopcuHax xoproHa v u3bbi-
TOYHbIA CUHTE3 KONMareHa B MnaleHTax U yMOMIMKanbHbIX
aptepusx [3].
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M3 ¢ paHHMM nposiBieHneM (10 34-1 Henenn bepeMeHHo-
CTM), NpU3HaHa cneAcTBueM AedeKTa niaueHTauuu, B To
BpeMa Kak natonormsa CCC matepu cuuTaetcs rnaBHOM
MPUYMHON BO3HUKHOBEHWS MO3[HEr0 Hayana 3aboneBaHus
(nocne 34-1 Hepenw).

AOMO/IHUTE/IbHAA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbl BHEC/M CYLLECTBEHHbIA BKa4
B pa3paboTKy KOHUenuuu, mpoBefeHue MCCnefoBaHus W MOA-
FOTOBKY CTaTbM, MPOYAM U OL0DOpUNM (GUHaNbHY0 Bepcuio nepen,
nybnaukaume.

KoHdnukT wuHTepecoB. ABTOpbl AeKnapupylT OTCYTCTBUE
ABHBbIX M MOTEHLUMANbHBIX KOH(DIMKTOB WMHTEPECOB, CBSA3aHHbIX
C NybAMKaLmelt HacTosILLel CTaTby.
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MakpoaMunaseMmus — pefKMA BapuaHT
runepaMuiiaseMumu y AETEﬁ
C.H. Lpo3po.a, E.A. KopHueHko, E.J1. MoncenkoBa

CaHkT-[TeTepbyprckuin rocyAapCTBEHHbIN NeAuaTpUYeCKUA MeaULMHCKMIA yHuBepcuTeT, CaHkT-Tetepbypr, Poccus

AHHOTALNA

Makpoamunasemmuss — pefikoe 3aboneBaHue, xapakTepusytoLeecs obpasoBaHueM KOMMIEKca aMunasa-rnobynuH, KoTopbiii
CITULLIKOM BeJMK AJ181 TOro, YTobbl IerKo BbIBOAUTHCS MOYKAMU, U NPUBOAMT K MOBLILLEHWIO YPOBHA aMuUnasbl B CbIBOPOTKE.
370 nobpoKayecTBeHHOe COCTOSHME De3 cepbe3HbiX MPU3HAKOB M CUMMTOMOB, KOTOpoe He TpebyeT nieuenus. lpescTaBneH
cyyan onutenbHon b6eccuMnToMHOM runepammnasemuu y pebeHka 10 ner. MocTynun B oTAeNEHWe racTPO3HTEPOSIONUM C JKa-
nobamm Ha 6onm B mBoTe. C 8 net HeobbACHUMbIE NOBBILLEHWS YPOBHS aMunasbl B CbIBOPOTKe Kposu A0 235 Ea/n u nax-
KpeaTnyeckoii amunasbl 4o 63,5 En/n, 6e3 KnuHuyeckux nposBNeHni NaHKpeaTuTa, Npu HopMasbHOM YPOBHE aMUasbl MOYM,
Konposoruyeckon anactasbl. [poBegeHo obcnefoBaHue, B XOAe KOTOPOro UCKITOYEHA NaTonorus NOAXeNyA04HON Kenesbl.
CooTHOLLEHWE KIMPEHCOB amunasbl M KpeaTwHuHa coctaBuno 0,754 %. [aHHoe cooTHoweHue okasanocb MeHee 1 9%,
yTo C GONbLUEN [ONEN BEPOSTHOCTU MOXKET YKasbiBaTb Ha Makpoamusanemuio. [Mocne foobcnesoBaHus AMarHoCTUpOBaHa
MaKpoammunasemusa 1-ro Tuna, Kotopas bbiia NPUUMHON rMNepamMunas’eMuMn, — He OMacHas LI KM3HW BuoxmMMmuecKas
aHoManwus, npeanonaraioLlas aeTanbHoe obcnefoBaHve, WKPOKYIO AuddepeHUManbHy0 AMarHOCTUKY, HO He Tpebytowas
neyenms. TeM He MeHee MaKpoamunasemus npencraBnseT coboi CNOXKHYI AMarHOCTUYECKYI0 3ajady M3-3a HeobxoamMo-
cTn puddepeHUMpoBaTh ee 0T APYruX MPUYMH rUnepaMuiaseMuy, YTobbl U3bexaTb HEHYXHbBIX UCCIEA0BaHUNA U NEYEHUS.
MMnepamunasemus SBNSETCA OLHAM U3 OCHOBHBIX AMArHOCTUHECKUX KPUTEPUEB MaHKpeaTwTa, TpebytoLlero obbeMHoro po-
MOJIHUTENBHOMO 06CNe0BaHUS M NEYEHUS, HEPESKO B YCIOBMSX CTauMoHapa. BaxHo, 4Tobbl BpauM Ha HayanbHOM 3Tane
MOr/IM pacno3HaBaTb U AMarHoCTMpOBaTb MaKpOaMMUNaseMmio BO M3beKaHNe HEHYIKHBIX AWArHOCTUHECKUX W NiedebHbIX Me-
ponpusTMiA. B cBA3M € 3TUM Mbl HaieeMCS, YTO NPUBEAEHHBIN KITMHUYECKUIA NpuMep OyaeT MHTEPeceH 1 None3eH s Bpayeil
Pa3nnYHbIX CreLnanbHOCTEN.

KnioueBble cnoBa: aMunasa; NaHKpeaTuyeCKaa aMunasa; runepamMunaseMmna; MakpoamuiaseMusa; NaHKpPeaTur.

Kak uutupoBatb
[po3nosa C.H., KopHueHko E.A., Mouceiikosa E.J1. MakpoamMunasemus — pefikvid BapuaHT runepamunasemun y aeteit // Nepuatp. 2024. 7. 15. N° 4.
C. 85-91. DOI: https://doi.org/10.17816/PED15485-91

Pykonucb nonyyena: 05.06.2024 Pykonucb opo6peHa: 22.07.2024 Ony6nukoBaHa online: 30.08.2024
V-2
3KO®BEKTOP Bee MPpaBa 3allyLLeHbl

© 3ro-BexTop, 2024



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 Petershurg, 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.

To cite this article
Drozdova SN, Kornienko EA, Moiseikova EL. Macroamylasemia — a rare variant of hyperamylasemia in pediatric practice. Pediatrician (St. Petersburg).
2024;15(4):85-91. DOI: https://doi.org/10.17816/PED15485-91

Received: 05.06.2024 Accepted: 22.07.2024 Published online: 30.08.2024
5
ECOSVECTOR All rights reserved

© Eco-Vector, 2024



KIMHYECK A CIIYYAN

BBEJEHUE

AMunasa — 3T0 aMUNONUTUYECKUIA NULLEBAPUTESNbHBIN
(epMeHT, OCHOBHas (YHKUMA KOTOPOro — pacLuennieHne
KpaxMana Ha bonee Mefkue nonmcaxapuibl ¢ 06pa3oBaHu-
€M MOHOCaxapuaoB. AMWiasa nocTynaeTt B KpOBb [J1aBHbIM
06pasoM M3 MofKenynouHOM Xenesbl U CIIOHHBIX XKenes;
0[lHaKO HeboJbLIOE KONMYECTBO BbIAENSETCA U3 APYruX op-
raHoB: MOYEK, MeYeHM, MbILL, U MaTouHbIX Tpyb. DepMeHT
“MeeT 2 OCHOBHble (opMbl: amMunasy P-Tuna, cekpetupye-
MYH0 MOZXKENYL04YHOMN Kenes30i, U aMunasy S-tuna, cekpe-
TUPYEMYIO CIIOHHBIMM Jene3amu. [py NoBbILLEHNW aMunasbl
B CbIBOPOTKE KPOBY LienecoobpasHo uccneoBatb OTAENBHO
MaHKpeaTM4eCKYIo aMunasy, YTobbl yoeauTbCs, YTO NMPUYKHONM
runepamMunaseMun SBNSETCS UMEHHO MOJKeNy[ouHas e-
nesa. AMunasa BbIBOAWTCA MOYKaMW U PETUKYNOIHA0TENM-
anbHOW CUCTEMO; TakUM 00pa3oM, ee MOBbILIEHME B KPOBY
MOXET ObITb CBA3aHO C NOYEYHOMN HELLOCTATOYHOCTHIO M 3ab0-
neBaHneM neyenu [10]. B cBA3n ¢ aTuM obsa3aTenbHo cneay-
€T UCCNef0BaTh YPOBEHL KPeaTUHWHA B KPOBM 1 NOKa3aTenu
(YHKUMM NeYeHn NaumeHTa.

lvnepamMunasemMmss — 370 MOBbILIEHWE YPOBHSA aMu-
nasbl B CbIBOPOTKE KPOBU Bbilie BEPXHEW TPaHULbl HOp-
Mbl (HopManbHbii guanasoH 30-125 Ea/n). TMoBbiweHue
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CbIBOPOTOYHOM aMWnasbl Mpex[e BCEro XapakTepHo AN
naHKpeaTuTa, oHo Habmoaaetca npuMepHo B 75 % cnyyaes
naHKpeaTtuTa. OfHaKo OCTpbI NaHKpeaTuT 0bbIYHO NPosBNS-
€TCA 3HaUNUTESIbHBIM MOBbILLEHWEM MoKa3aTensa (B 3 v bonee
pa3) B COYETAHWUW C KIIMHUYECKUMU CUMMTOMaMM, TaKUMM
KaK TOLLHOTa, pBOTa, 60/b B }UBOTE, @ TaKKe U3MEHEHNAMN
B MOKENY04HON JKefe3e No faHHbIM BU3yanu3aumm: yib-
Tpa3ByKoOBOro uccnefoBaHus (Y3M), KoMnbtoTepHoM ToMorpa-
¢um (KT) unu MarHuTHo-pe3oHaHcHow ToMorpadum (MPT) [3].
[lns naHKpeaTMTa XapaKTepHO NOBbILIEHUE YPOBHA aMUasbl
1 B CbIBOPOTKE KPOBM, 4 B Moye. beccuMnToMHas runepamu-
naseMus BO3MOXHA U Npu ApYrux 3aboseBaHmMsAX, TakuX Kak
onyxonu, UHdeKum (Npexae BCero aNUAEMUYECKUA Napo-
TIT), @ TaKKe npm ynotpebneHny HapkoTuKoB [13]. MpudmHbl
MOBbILLEHWS YPOBHS aMuUNasbl M iMNasbl B CbIBOPOTKE KPOBY
MHOrOYMC/IEHHbI W TPeByT yrnybneHHoro u TLiaTenbHOro
0bcnefoBaHNA NaLUMEHTOB AN WUCKIIOYEHUS LLENoro crek-
Tpa 3aboneBaHuii. OCHOBHbIE MPUYMHBI MOBLILLIEHUS YPOB-
HSl aMunasbl W UNasbl B CHIBOPOTKE KPOBW NPeACTaB/EHb
B Tabnuue.

Makpoamunasemus, Kak yKe Bbiio CKasaHo, — pejKoe
HobpokayecTBeHHoe coctosiHMe. OHO XapaKTepu3yloeTcs no-
BbILLIEHHBIM YPOBHEM aMuUNa3bl B CbIBOPOTKE KPOBM, HO HOp-
MaJlbHbIM YPOBHEM aMunasbl B MOYe W OTCYTCTBUEM [APYruX

Ta6nuua. MprunHbl NOBLILLIEHUA YPOBHA aMIUNa3bl U IUNa3bl B CbIBOPOTKE KPOBM
Table. Causes of increased amylase and lipase levels in blood serum

Amunasa / Amylase

Jlunasa / Lipase

OcTpbit naHkpeatut / Acute pancreatitis

MceBLOKUCTa MOAXKENYLOYHON JKenesbl /
Pseudocyst of pancreas

XpoHuyeckuit naHkpeatut / Chronic pancreatitis
Pak nomxenyno4Hon enesbl / Pancreatic cancer
bunuapHas 6onesHb / Biliary disease

Kuweunas okkntosus/cybokkmosus /
Intestinal occlusion/subocclusion

Nwemus knweynuka / Intestinal ischemia
Mepdopaums k1weyHuKka / Intestinal perforation

Octpbiti anneHauumT / Acute appendicitis
BrematouHas 6epeMenHocTb / Ectopic pregnancy

MoyeyHas He,0CTaTOYHOCTb (KNMPEHE KpeaTHUHa <50 Mi/MuH) /
Renal failure (creatinine clearance <50 ml/min)

Mapotut / Mumps
Makpoammunasemus / Macroamylasemia

Kucta smyHuKa, HoBoObpa3oBaHue MYHUKa /
Ovarian cyst, ovarian neoplasm

KapuwHoMa nerkux / Lung carcinoma
[nabetnyeckuit Ketoaumaos / Diabetic ketoacidosis
BWY-undekums / HIV infection

Tpasma ronossl / Head injury

OcTpbiit naHKpeatut / Acute pancreatitis

MceBLOKMCTa MOAXKENYLOYHON JKenesbl /
Pseudocyst of the pancreas

XpoHuyeckuit naHkpeatut / Chronic pancreatitis
Pak nomxenyao4Hon enesbl / Pancreatic cancer
BunuapHas 6onesHb / Biliary disease

Kuweunas okkntosus/cybokkmious /
Intestinal occlusion/subocclusion

Octpbiii annenauumt / Acute appendicitis

BocnanutenbHble 3a6oneBaHns KULEYHKKa /
Inflammatory bowel disease

MoyeyHas HepocTaToyHoCTh / Renal failure
Ankoronuam / Alcoholism
HepsHas aHopekcus/6ynumus / Anorexia nervosa/bulimia

3noKayecTBeHHble HoBOOBpa3oBaHusa / Malignant neoplasms
lenatut C / Hepatitis C

00I: https://doi.org/10.17816/PED15485-91
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COMYTCTBYIOLLMX MPU3HAKOB M CUMMTOMOB MaToNoruu noj-
XKenyaouHoi xene3bl. Makpoamunasa npefcTasnset cobon
MaKpPOMOJIEKYNISAPHBLIA KOMMJEKC, COCTOSALUMA M3 aMunasbl,
CBA3aHHOM C UMMYHOrNObYNMHOM, BOMbLUOK pa3Mep KOTO-
poro npensATcTByeT noyeyHon dunbtpauum [2]. Pacnpoctpa-
HEHHOCTb MaKpoaMunaseMumn coctaenseT okono 1 % cpeau
HaceneHus B LenoM 1 2,5 % cpeam Nofen ¢ runepamMunase-
muen [1, 2]. Yawwe Bcero oHa BCTpeyaeTcs Cpeay B3pOCbIX
MYU4MH, OHAaKO OTAENbHbIE CTy4au bbiin 3aperucTpupoBa-
Hbl Yy AieTeil U HOBOPOXKAEHHbIX [9].

Makpoamunasemus 00bIMHO NpoTeKaeT HeCCMMNTOMHO,
MOBbILIEHWE amMunasbl B KPOBU Yalle 0bHapyKUBAIOT CIy-
yaiiHo npu obcnepoBaHuK. Hepeako 3to naumeHTsl ¢ 6onamu
B XKMBOTE, HO CBS3b MEX/Y HUMM W NOBbILLIEHWEM aMUNa3bl
B KPOBW 0BbIYHO He mopTBepxpaaetca. HekoTopble aBTopbl
npesnonaraioT, 4to, BO3MOXHO, bonn B XMBOTE MOTYT ObITh
CBAi3aHbl C OT/IOXEHWEM MOJIEKYN MaKpoaMunasbl B MOAXe-
Ny[04YHOM xenese [12], o4HaKo NOLTBEPMAEHUA 3TOMY NO-
Ny4eHo He Obino. B nuTepatype ecTb AaHHbIE 0 COCYLLECTBO-
BaHWUM MaKpOaMM/Ia3eMUM C pSOM UMMYHOMATONOMUYECKNX
3aboneBaHuMi, TaKWUX KaK A3BEHHbIN KOnWT, BonesHb KpoHa,
remMaTonorMyeckue 3110Ka4ecTBeHHbIe HoBO0bpa3oBaHus, cu-
CTEMHas KpacHas BOJI4aHKa M peBMaToMAHbIA apTpuT [5, 71.
Haubonee yacTo oTMevanach CBA3b Mex[y Makpoamunase-
MUWel 1 LieNMaKnen, a TakKe UCUYe3HOBEHWE MaKpoaMunase-
MUK npun cobnofeHnn besrnTeHoBON AneThl [6].

06bI4HO MaKpoaMUNaseMusi Kak MpUuYMHa runepamuna-
3eMUM He paccMaTpUBaEeTCA Mpu nepBoHavanbHoM audde-
peHuManbHOM uMarHose U3-3a ee pefiKoCTH, KaK B ciydae
Hallero nauueHTa. C y4eToM LUMPOKOro CMeKTpa NPUYMH ru-
nepamuiaseMui, Kak npaBuio, NPOBOAMUTCSA LUIMPOKOE JOpo-
rocrosiLLee nNabopaTopHO-UHCTPYMEHTabHOE UCCNel0BaHMe,
KOTOpOe He Bceraa onpaBaaHo. C Hallen TOUKM 3peHus, XoTs
MaKpoaMu1/Ia3eMms U ABJIAETCA PeLIKUM COCTOSIHUEM, ee Crle-
LYEeT Y4MTbIBATh, KOrAa OMpefenieHbl NOBbILLEHHbIE YPOBHHU
aMunasbl B CbIBOPOTKE NPW HOPMaJbHBIX YPOBHAX aMuiasbl
B M0Ye M HOpManbHOM QyHKUMW noyek. Hawe HabnofneHne
W [aHHble NIMTEpaTypbl MOKA3bIBaKIT, YTO pacyeT OTHOLUEHUA
K/MpeHca aMunasbl U KpeaTuHUHa — NpOCTOM U 3KOHOMUYe-
CKM 3O EKTUBHBIN MHCTPYMEHT CKPUHMHIA, KOTOPbIV N03BO-
nseT u3bexarb HEHYKHBbIX, LOPOroCTOALWMX U MHBA3MBHBIX
TECTOB M HEOMPaBLaAHHbIX METOLLOB JIEUEHUS.

[ins oMarHoCTMKM MaKpoaMmnaseMum UCMosb3yHT TaKKe
UIKOCTHYI0 TOHKOC/IOWHYKD XpoMaTorpaduio ans ycTaHoB-
NEHNs1 MaKPOKOMIEKCOB aMmia3sbl C benlkaMu KpoBu, OMu-
caHa TaKKe OLieHKa TernsoBoi YyBCTBUTENLHOCTM aMiUnasbl,
MMMYHOJOTMYecK1e MeTofbl (PeaKums ¢ MOHOKIOHANbHBIMM
aHTUTeNIaMK, UCMOJb30BaHWE aHTUCBLIBOPOTKW K UMMYHOIJIO-
BynMHaM — KOMMOHEHTaM MaKpoaMMIa3HOro KOMIJIEKCa).
Haubonee mpocTbiMM 1 BbICTPEIMM METOAAMM [MArHOCTUKY
MaKpoaMuas3eMuu SBNSIOTCA NeKTpodopes U TecT ¢ Nonu-
atuneHrnukoneM [8]. K coxanenuto, B 4OCTYNHbIX Ham nabo-
paTopusX HW OAMH W3 NEPEYNUCTIEHHBIX BbILLE TECTOB HE Bbl-
nosHsetcs. o Bcel BUAUMOCTH, C aHANOMMYHOM npobnemoit
CTasKMBAIOTCS KaK 0TeyecTBeHHble [4], TaK W 3apybexHble
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KnMHuumcTel [11], noaToMy Makpoamuiasemusi 4acTo KOH-
CTaTUpyeTcs TOMbKO Ha OCHOBaHWMM OTCYTCTBUA KIIMHWUYe-
CKUX MPOSIBNIEHUIA B COYETAHUM CO CHUMKEHMEM OTHOLLEHMS
KNMPEHCOB amMunasbl U KpeaTMHUHA. B TO ke BpeMs HyXHO
MOMHMTb, YTO MaKPOaMMUNa3eMm1s MHOTAA MOXKET CONYTCTBO-
BaTb ApyruM 3abosieBaHuAM, B TOM uucnie 3aboneBaHMaM
noyKenyno4Hoi xenesol [8]. MoaToMy nofo3peHne Ha Ma-
KpOaMM/Ia3eMu1Io He 0TMeHSIeT He0BX0AMMOCTb AanbHeMLEero
00cnenoBaHMa NauMeHTa A8 UCKIOYEHNA NaToNorum noj-
JKeJYL0YHOM JKeNe3bl M MOMCKA APYTrUX BO3MOMHbBIX MPUYKH
MaKpoamunaseMumn (Lenuakum, bonesHn KpoHa, A3BeHHOro
KOJUTa, PEBMaTOMAHOrO apTpuUTa, CMCTEMHON KpacHOM BOJI-
yaHKK, 3aboneBaHuin nevenn, BUY, numdomsbl, paka wmTo-
BWHOW KeNesbl, NOYEYHO-KNIETOUHOr0 paKa); KpoMe Toro,
MaKpoaMmMnas3eMms MOXKET ObITb accoLMMpOBaHa C CUHAPO-
MoM Xunbbepa [6, 7.

N3onupoBaHHas CTOMKas MaKpoamuniaseMus He Tpeby-
€T CreumanbHoro fieveHus. Tepanua Lo/mkHa ObiTb Hanpas-
NeHa Ha 3aboneBaHue, KOTOpOe €elo CONpOBOXAAeTcs [2, 4,
8, 10].

MaumMeHTbl C MaKpoaMmuiaseMuen He BXOAAT B rpynny
pUCKa pa3BuTMA NaHKpeaTuta. [ockonbKy 310 Aobpokaye-
CTBEHHbIN CUHAPOM, BaXKHO 3HaTb 06 3TOM COCTOSHWM, YTO-
Obl ybeauTb NauMeHTOB He BOJIHOBATLCS W He MOABeprath
MX HEHYXHbIM 006criefioBaHMAM U rocnuTanm3aumn. OfHako
TaKXKe BaXHO MOMHWUTb, YTO MAaLMEHTOB HeobX0AMMO Ha-
bnoaatb B TeYeHWe KaK MMHUMYM 1 rofia, Npexae 4eM ux
runepamMmias’eM1io MoXHo byaeT HasBaTb A00POKaYeCTBEH-
HOW, NMOCKOJIbKY B HEKOTOPbIX CIy4asX paKa Nofxesnyno4Hoi
Xenesbl beccuMnToMHas runephepMeHTeEMUS MOXET ObiTb
PaHHUM BbISIBNIEHHbIM 11aB0OpaTOpHBIM OTKNIOHEHWEM. B 3Tux
cnyyasx HeobxoAMMo NOBTOPHOE BM3yaslbHOe 00cefj0BaHe
(KT nopyxenynouHoii enesbl), UCCief0BaHWe OHKOMapKe-
poB (CA 19-9), a npu nosiBNeHNUM BU3yanbHbIX U3MEHEHUI —
3HpocKonuyeckoe Y3W ¢ TOHKOMIonbHOM broncuen u3 nopo-
3pUTENbHOrO Y4acTKa.

KJTMHUYECKUU CNYYAN

B otnenenve ractposHTeposioruv B MAaHOBOM MOPSAKe
noctynun Manbumk 10 net c xanobamun Ha 6omm B KMBO-
Te 2-3 pa3a B Hefento, N3bupaTesbHbIi anneTut (co croB
MaMbl, eCT 0{H00DPa3Hyto ey, B 0CHOBHOM MaKapOHbl, raM-
Byprepbl, XapeHyto KapToLLUKY), NOBbILLEHWE aMuNa3bl KPOBH
B TEYEHWe LAUTENbHOr0 BpeMeHW (mocnefHui pesynbtat
BroxmmmyecKoro aHanM3a KpoBu 3a 2 roga Ao MoCTyneHus
B CTaLMOHap).

B xone cbopa aHaMHe3sa y#anocb BbISICHUTb, YTO pebe-
HOK 0T 1-11 bepeMeHHOCTH, NpoTeKaBLUEeN Ha POHE TOKCUKO-
3a, yrpo3bl NpepbiBaHMs, XPOHUYECKUX 3aboneBaHuii MaTepy
(TOH3UMNUT, pUHUT, BpOHXWanbHas acTMa), BHYTPUYTPOOHO
oTMevanacb 3agepxka pocta nnoga lll crenenu, xpoHuye-
CKas BHYTPUYTPOOHas MMNoKcKs, NnaLeHTapHas HeLoCcTaTou-
HocTb. Popibl npexaeBpemeHHble Ha 30-31-1 Hepene, nyTem
KecapeBa CeyeHus.




KIMHYECK A CIIYYAN

Mpn poxaenun Bec 1130 r, anmHa 39 cM, OKpYXKHOCTb
ronoBbl 25 CM, OKPYXHOCTb Fpyay 22 ¢M; poamnncs B achuk-
cuu, ¢ oueHKon no Anrap 6/6 6annos. C poxaeHus cocto-
AHWE TAKEN0e, HaXOAMCA Ha WUCKYCCTBEHHOW BEHTUMALMM
Nerkux, B AMHaMUKe peLmauBmpytoLime anHo3. B otaenequu
peaHMMaLyWn U MHTEHCUBHOMW Tepanuu Haxoguics Ao 1 Mec.
¢ nuarHo3oM: HepgoHoweHHoctb 30-31-5 Hepens. KpaiiHss
He3penocTb. locnencTus nepeHeceHHoM LepebpanbHoi rv-
MOKCUU-ULIEMUN 2, BHYTPUKENYL0UYKOBOE KPOBOU3NUAHUE
| ctenenn B GopMe BHYTpeHHeW coobLuatoLeiica ruapoLe-
anum, cMMNTOMaTYeCKon anunencumn, nceBaobynbbapHbIx
HapyLUeHWA, MMPAMMOHON HepoCTaTo4HOCTU. [IpaBoCTOpOH-
HSA NONMCErMeHTapHas MHEBMOHUA (acnupauuoHHas). AHe-
MWS HeLOHOLUEHHbIX (MepenivBaHne 3pUTPOLMTapHON Macchbl
25.04.2011). NMynoyHas rpbixa. [laxoBo-MOLLOHOYHAA IpbiXa.
[lo 4 Mec. Haxoauncsa Ha neyeHun B bonbHULE, fanee Habmio-
pancs ambynatopHo. B 8 Mec. oopMneHa HBanMAHoCTb.

YunTbIBas MHOXECTBEHHbIE CTUrMbI [U33MOpUOreHesa,
pebeHOK HeOAHOKpaTHO 0bcnefoBaH reHeTwKamu. YcTa-
HOBNEH amarHo3: HauusM. benkoBo-3HepreTMyeckas Hepfo-
ctatouHocTb |-l crenenu. Jiunoguctpodus. MoBbiLeHHbIN
MOpOr YCJI0BHOM CTUrMaTM3aLuu B CTPYKTYpe CerMeHTapHow
noTepu reTepo3uroTHOCTU (yHMNapeHTepanbHas AMCoMUA) No
KOPOTKOMY M JIMHHOMY Mle4y XpOMOCOMbI 3 1 10 KOPOTKOMY
nnedy xpomocoM 9 un 16.

C poxzeHus oTMeyanuchb Maoxme Macco-pocToBble Npu-
baBKM, 3ajepKa pocTa, 3afepXKa NCUXOMOTOPHOMO pas-
BMTUS, renaTocnjieHaMeranus, peaKTUBHbIE W3MEHEHUs
NOAXeNyA04HON JKene3bl, neyeHu (be3 HapacTaHua B AMHa-
MWKE), TUNepTeH3MOHHO-TApoLedanbHbIii CMHAPOM, aHe-
mus. B 5 net no Y3 BbisBNEH y3en LWATOBUAHOM Xenesbl,
B 7 NieT Bbinn ycTaHoBneHbl Y3W-npusHaky akTonum TuMyca
B MPaByH0 4010 LUMTOBMUAHOM Xene3bl. YacTo bonetowunii pe-
BeHok: yactble OPBU, 6poHxuThbl, NHeBMOHMA, 0TUTBI. 0gHaKO
3a nocnejHWN rof MaTb oTMevaeT nuwb 3 anu3ona OPBW.
M3 nHdeKuMOHHbIX 3aboneBaHuii nepeHec UHMEKLMOHHBIN
MOHOHYKJ/1€03, BETPSHYI ocny. Annepruyeckue peakumm ot-
pvuaet. Onepauuu: nnaHoBas onepauusi no yAaneHuto npa-
BOCTOPOHHEN NaxoBoM rpbhxu. TpaBM He Obino. Habnopaetcs
cneumanucTamMu: 3HLOKPUHOMOT, racTpO3HTeposIor, remMaro-
nor, KapA1opeBMaTosior, opTones, 0TOPUHONAPUHIoNor, 0¢-
TanbMoJI0r, HEBPOJIOT.

HacnepncTBeHHOCTb: poanTENY — YETBEPOIOPOLAHbIE CUD-
cbl. DeHOTUNMYECKW 3A0POBLI. Y MaTepu annepruyeckuii pu-
HUT, BpOHXMabHas acTMa, rMnoTupeos, y babyLuku — caxap-
Hbli amabet. OTey 3g0poB. Y fena caxapHblii Anaber. Beero
y MaTepu 6bio 4 bepeMeHHOCTU: 1-9 — [aHHbIA pebeHoK,
2-2 — 3amepLuas, 3-9 — ManbymK, yMep B 2 MeC., 4-9 —
Manb4uK, HabnwaaeTcs 3HAOKPUHONOMOM C [MarHo3oM:
«3afiepKKa NCMXOMOTOPHOTO Pa3BUTUS, BbICOKOPOCOCTbY.

Mocne nepeHeCceHHOro MHGMEKLMOHHOTO MOHOHYKIE03a
B 8 neT B 6BMOXMMMYECKOM aHanM3e KPoBM 0TMEYaeTCA NoBbl-
LueH1e amunasbl obLueit go 235 Ea/n (HopMa 25-125), amuna-
3bl NaHKpeaTu4ecKoii 1o 63,5 En/n (Hopma 3-31). B 9 net amu-
nasa obwas 214 Ep/n, aMmnasa naHkpeatuyeckas 45 En/n.
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Anbda-amunasa moum B npeaenax Hopmbl: 96 En/ne 2018 .
3Jnacrasa-1 kana B HopMe: 640 Mkr/3TDEK. Mo paHHbIM Y3U
MPU3HAKOB M3MEHEHUS NOAXKENYA04HON Xenesbl paHee 06-
HapyXeHo He bbino. KpoMe noBbIlEHUA aMWUnasbl KpoBM,
K/IMHWYECKMX CUMMTOMOB, YKa3blBalOLLMX Ha pa3BuTHe NaH-
KpeaTuTa, y pebeHKa He 6bino.

Mpu nocTynneHuu B cTaumoHap: Bec 21 kr, pocT 126 cm.
Otcraet no pocty u Becy Ha 2 curMbl. MHaekc Maccel Tena
13,23. Jeduumt Beca no pocty 12 %. benkoBo-3HepreTnye-
CKas He[loCTaTO4HOCTL | cTeneHn. 3agepikka pocTa 1 Beca.

CocTosHWe cpefiHEN TSKECTM, CaMOYyBCTBUE YLOBMET-
BOPUTENbHOE. ACTEHUYHOrO TENIOCNOMEHMS, MOHWUMEHHOIO
nuTanusa. Koxa ¢uanonornyeckon okpacku, 6e3 mHdek-
UMOHHON cbinu. lMepudepuueckne nuMdoysnbl He yBenu-
uyeHbl, 6e36071e3HEHHbIE. 3€B CMOKOWHBINA, MUHOANUHBI He
yBenuueHbl, 6e3 HanetoB. fI3bIK reorpauyeckui, yMepeH-
Ho obnoxeH 6GenbiM HanetoM. [lbixaHue Be3WKYNSPHOE,
XpUMOB HeT, yactoTa AbixaHusa 19 B MuHyTy. ToHbI cepa-
La fCHble, PUTMMYHbIE, YacTOTa CEPAEYHbIX COKpaLLeHWH
77 B MUHYTY. XMBOT yMepeHHo B3ayT, be3601e3HEHHbIA Npu
nanbnauun. Ctyn odopmneHHbIn. Mouencnyckanue cBo-
bonHoe, 6e3bonesHeHHoe. KnmMHMYecKux npusHaKoB nopa-
YEHUs MOJKeNYA0UHOM JKenesbl, @ TaKiKe CIIOHHbIX ene3
He BbISIB/IEHO.

[laHHble nabopaTopHbIX U WHCTPYMEHTaNbHbIX METOA0B
uccnefoBaHus:

KIMHUYECKWUA aHann3 KpoBu — 6e3 natonoruu;

+  BuoxMMMYeckuiA aHanu3 Kposu: anbha-amuiasa KpoBw
210 ep/n, C-peakTuBHbIN Benok 0 Mr/n, anaHMHaMMHo-
Tpacdepasa, acnaptaTamuHoTpaHcdepasa, LienoyHas
doctharasa, bunmpybuH, rnoKo3sa, XonecTepuH, obLLmii
benok — B Npegenax HopMbl;

 anbda-amunasa moun 122 En/m;

+ Konmponorudeckas anactasa >500 MKr/T;

+ YpOBeHb TUPEOTPOMHOro ropMoHa, T3, T4 B npepenax
HOpMBI;

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

+ Y3W opraHoB 6ptoLLHOM NOMOCTU: pa3Mepbl U CTPYKTYpa
MoJxKeny04HOM Jene3bl B HOPMe, NPU3HAKOB NaTosiorum
MeYeHu M KeNYHbIX NyTen He 0bHapyXeHo;

+ MPT, MarHuTHo-pe3oHaHCHas XonaHruonaHKpeartorpa-
dus: naTonorum XenyeBbIBOAALLMX NyTEN M NOLKeNy-
LOYHOM XKene3bl He BbISIBNIEHO.

YuuTbiBas HannuMe 3aflepXKM pocTa y MauMeHTa ¢ He-
BEPUPMLMPOBAHHBIM TFEHETUYECKUM CUHLPOMOM, Hanu-
Une HeO[HOKPATHOTO0 HE3HAYMTEeNbHOr0 MOBLILIEHWS Map-
KepoB uenuakuu [B 2019 r. aHTMTENa K ramagmHy IgA 35
(Hopma po 12), IgG 38 (mo 12), aHTMTENa K AMaMUAMPO-
BaHHbIM nenTupam IgA 13,887 (mo 10), 1gG 15,359 (mo 10)],
NpoBeJEHO reHeTUdYecKoe obcnefoBaHWe AN WUCKIYEHUS
LiesMaKuK, B pesynibTaTe KOTOPOro ranaoTvn pucka Lemakuu
HLA-DQ2/DQ8 He BbisiBNEH.

MpoBeneHa ¢ubporacTpoayofeHOCKONUSA, 3HAOCKOMM-
YecKku 0bHapyxeHa He3HauuTenbHas rMnepeMusi CIM3UCTON
0b05104KM enyaka, Helicobacter pylori He obHapyeH.
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CLINICAL OBSERVATION

Ha ocHoBaHWM aHaMHe3a u pe3ynbTaToB NabopaTopHbIX
“ccnef0BaHNUM: OTCYTCTBUE KaKUX-NMBO NPU3HAKOB NaHKpea-
TUTa NN aHOMaNKiA NOAXKENYA0UHON XKenesbl U XKenyeBbIBo-
OALLMX NyTeid, CTOWKOe NOBbILLIEHUe aMUNa3bl CbIBOPOTKY 6e3
MOBLILLEHMS B MOYe — CAeNaHo NpeanooXKeHue 0 Hannuum
Yy [laHHOr0 nauveHTa MakpoammunaseMmu. bbino pekomeHo-
BaHO MPOW3BECTW pacyeT OTHOLUEHUS KIMpEeHca amMunasbl
W KpeaTuHWUHa.

Pacuet npousseseH no popmyne:

KnvpeHc amunasel / KnupeHc kpeatHuHa = (AMunasa moum /
Amunasa kposu x Knupetc kposu / KnupeHc Moum) x 100 %.

YpoBeHb amunasbl Moun 122 Ep/n, amunasbl KpoBw
210 EA/n, KpeaTMHUH KPoBM 26 MKMOJIb/M, KpEATUHUH MoYM
2070 mMMonb/n.

CooTHOLLEHME KNIMPEHCOB aMmiasbl M KpeaTMHWHA Co-
ctasuno 0,754 %. lMoxasatenb MeHee 1 % c bonbluei monen
BEPOATHOCTU MOXET YKa3blBaTb Ha MaKpoaMU3aneMmio.

MaKkpoaMunasemus SBNSETCA [0OPOKAYECTBEHHBIM CO-
CTOSIHMEM, He TPEBYHOLLMM CreumanbHoi Tepanuu, No3ToMy
MaumeHT Bbln BbINUCAH C PEKOMEHaLMel fanbHeNLLEro Ha-
ON0AEHNA M KOHTPONA NOKa3saTesien B AMHAMMKe.

3AKJIO4EHUE

Y manbunka 10 neT c peaKon XpOMOCOMHOM NaTtosiormei
U anobaMu Ha amTenbHOe MoBblLeHWe 06Lel aMunasbl
no 235 En/n v naHKkpeaTuyeckon aMunasel fo 63,5 En/n, bes
K/IMHUYECKUX MPOSBNEHUA MaHKpeaTuTa, Mpu HOpMasbHOM
YPOBHE amuiasbl MOYW, KOMPOSIOrMYECKOi anacTasbl, NpoBe-
OeHo obcriefoBaHue, B X04e KOTOPOro UCKITKYeHa natoniorus
noAenyA04HoM Xenesbl. Ha 0CHOBaHWM pacyeTa 0THOLLEHMS
K/MpeHca aMunasbl U KpeaTHuHa, paBHoM 0,754 % (npu Hop-
Me bonee 1 %), coenaH BbIBOL 0 MaKpOaMWUIa3eMuUM KaK Be-
POSITHOM NMpUYMHE MOBBLILLEHMS aMUIIa3bl B CHIBOPOTKE KPOBY.

Takum obpasoM, LenecoobpasHo BKIIKYEHUE MaKpOaMu-
naseMuu B auddepeHUManbHbliA AMarHo3 rnepaMmiaseMmm.
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Mbl HafieeMcsl, YTo NpeACTaBNeHHbIA B JaHHOW CTaTbe Kiu-
HUYECKUI Cyyail NPUBEAET K ydLIEMY pacrio3HaBaHuIo Ma-
KpoaMuUnasemMum y AeTed, TeM CaMblM YCKOPUT MOCTaHOBKY
NpaBUbHOTO MarHo3a 1 NpeAoTBPATUT HEHYXHbIe AUarHo-
CTUYECKME MEPONPUATHS W JIEYEHME.

AOMO/IHUTE/IbHAA UHOOPMALIUA

Bknap, aBTopoB. Bce aBTOpbl BHEC/M CYLLECTBEHHLIA BKAA
B KOHLIEMLMIO UCCeaoBaHms, cOop, aHanms, MHTeprpeTaumio AaH-
HbIX [ paboTbl, COCTaB/IEHWE U NEPECMOTP CTaTbl, OKOHYATENb-
Hoe yTBepXAeHue Bepcuu Ans NybnmuKaumum u cornallaoTcs HecTu
OTBETCTBEHHOCTb 3a BCE aCMEKTbl UCC/e0BaHMS.

KoHdnukt wuHTepecoB. ABTOpPbI AeKIapupylT OTCYTCTBUE
SBHbIX W MOTEHLMaNbHbIX KOHQJIMKTOB WHTEPECOB, CBS3aHHbIX
C NybAMKaLmelt HacTosILLel CTaTby.

WUcTouHMK MHaHCUpoBaHUA. ABTOPbI 3asIBNISIOT 00 OTCYTCTBUM
BHELUHero GuUHaHCUPOBaHMUS NpY NPOBEAEHWM UCCeL0BaHMS.

WndopmmupoBaHHoe cornacue Ha nybnmkaumio. ABTopbl Nony-
YW MUCbMEHHOE Cornacue 3aKOHHbIX MPeACTaBuTENel naumeHTa
Ha NyBAMKaLMI0 MeAMLIMHCKMX AaHHbIX.
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KnuHuyeckui cnyyau ucnonb3oBaHus TPOMHOM
TapreTHOM Tepanuu Yy nauueHTa ¢ MyKOBUCLIUA030M,

0CJ10)KHeHHbIM LUPPO3OM MeYeHU
E.B. Ctexxkuna "2, 10.A. Ymepos ', C.C. Conosbesa ', T.A. Tepexuna !, B.B. CMupHoBa 3
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AHHOTALNA

MyKoBMCLMA03 — CUCTEMHOE ayTOCOMHO-peLieccMBHOe 3abosieBaHue, NpOSBNAIOLLEeCs MOpaKeHUeM 3K30KPUHHBIX JKene3
BcnefcTeue aucdyHkummn reHa CFTR. MepBuuHbIA fedeKT NpUBOAMT K HELOCTAaTOYHOCTM BCEX 3K30KPUHHBIX JKenes € no-
JIMOpraHHbIMUA MPOSBMIEHUAIMM, 0C0D0 CUNBHO NMOPAXKAKTCA AblXaTesbHas CMCTEMA, MULLEBAPUTENbHBIA TPAKT U IK30KPUHHAS
YacTb NOMLKENy[0YHON Kenesbl, a TakKe neveHb. Knaccuyeckas 6asucHas Tepanusi MyKOBMCLMAO3a — CUMMTOMaTUYe-
cKas. B HacTosllee BpeMs Haubonee cOBpPEMEHHON CUMTAETCS MaToreHeTUYeCKas TapreTHas Tepanusi C UCMOMb30BaHUEM
CFTR-mopynsTopoB. Hanunumne MyTaumm F508del B reTepo3vroTHoM WM roMo3uroTHOM COCTOSHUM SIBNIIETCA KPUTUUECKU He-
06xoauMbIM ycrosueM 15 Bblbopa aaHHomn Tepanun. CFTR-MoaynsTopsl MeTabonmsupyloTcs B NeYeHM, UTo 3acTaBniseT npu-
HMMaTb MpenapaTbl C OCTOPOXHOCTbLIO MPU ee NopaxeHun. B cTaTtbe npefcTaBeH KAMHUYECKMIA Cyyaii TapreTHOW Tepanuu
npenapaToM B cocTaBe MBakadTop (75 Mr) + TesakadTop (25 Mr) + anekcakadtop (100 Mr) n uakadtop (150 Mr) nauueHTa
C MYKOBMCLMA030M, OCTIOXHEHHBIM LIMPPO30M NeYeHU. B KIMHWYECKOW KapTuHe nauMeHTa 0TMevanoch MporpeccupyloLlee
MYNbTUOPraHHOE MOPaXeHWe C LMPPO30M MEYEHM C MPU3HAKAMM NOPTasbHOM MMMNEPTEH3NUW U NEYEHOUYHON HEA0CTAaTOUHOCT!.
Hannume mytaumm F508del B reTepo3nroTHOM COCTOSHMM NMO3BOMIANO MCMOMb30BaTh 3TOT Npenapar B KayecTBe TapreTHoM
Tepanuu, 0fHaKo ero MoTeHuManbHas renatoTOKCMYHOCTb Bbi3biBana onaceHus. C Apyroi CTOPOHbI, Ye uMetoLeecs no-
paXeHne NeYeHn — O0JMH U3 CUMMTOMOB MyKOBWCLMA03a, MO3TOMY MOXHO 0XMAATh KaK MUHUMYM 3aMe/1IeHne Nporpeccu-
POBaHUs NopaxeHus neyeHn Ha oHe TapreTHoi Tepanuu. Mo pelweHnto KoHcunuyMa B uioHe 2022 r. Bbino NpuUHATO pelue-
HWe HayaTb TapreTHyK0 Tepanuio Mo KM3HEHHBIM MOKa3aHWaM. [IpecTaBneHHbIN KIIMHUYECKWIA Clydait UINKCTpUpYeT yenex
NPUMEHEHUs npenapata y pebeHKa ¢ MYKOBUCLMAO30M W LMPPO30M MEYEHM, YTO SBNSETCA YHUKAMbHBIM HabNLEHMEM.
OnbIT NpUMeHeHUs TapreTHOro npenapata s feyeHnss MyKOBUCLIMA03a, OCIOXHEHHOTO LIMPPO30M MeyeHu, KpaiiHe CKyA-
HbIi, NO3TOMY 1S OLEHKU ero 3 deKTUBHOCTU M He30MacHOCTM B 0TAANEHHOM nepuose Tpebyetcs anuTenbHoe HabnogeHue
33 NauMeHTOM.

KnioueBble cyioBa: MyKOBMCLMA03; AETH; LMPPO3; TapreTHas Tepanus; uBakadTop; Te3akadTop; anekcakadrop.
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A clinical case of the triple targeted therapy
in a patient with cystic fibrosis complicated
with liver cirrhosis
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! Ryazan State Medical University, Ryazan, Russia;
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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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BBEJEHUE

MykoBucumao3 (MB, TakKe M3BECTHbIA KaK KUCTO3HbIN
(unbpo3) npeacTaBnseT cobOM CUCTEMHOE ayTOCOMHO-peLiec-
CMBHOe 3abosieBaHue, NPOSBAAIOLLEECA MOPAXKEHUEM 3K30-
KPUHHBIX 3Kene3 BcrefcTane AMChYHKLUMW reHa perynstopa
TpaHcMeMbpaHHoW npoBoauMocT CFTR. [laHHoe 3abone-
BaHWe ABNSETCA CaMbIM YacTbiM cpeay opdaHHbIX 3abone-
BaHuM [6]. Ha cerogHAWHUIA AeHb B MMpe HacuMTbIBaeTCS
oKono 100 Teic. 60/bHbIX MyKOBUCLMA030M. [10 AaHHBIM Ha-
LmoHanbHoro peructpa 3a 2020 r., B Poccuiickon ®epepaumm
npoxuBatoT 3722 naumenta ¢ MB, 2735 n3 KOTopbIX COCTaB-
nstoT getn. Yacrorta Bcrpeyaemoctu MB B Poccum coctaenset
1 cnyyait Ha 10 Tbic. HOBOPOXKAEHHBIX [8].

3TNON0MMA U NATOrEHE3

B ocHoBe naTtoreHesa MynbTUNOOYNAPHOro LMpPPO3a
nedenun npu MB nexat Mytaumm B reHe CFTR. lepBuUdHbIi
JedeKT NpMBOAMT K HEe0CTAaTOMHOCTU BCEX 3K30KPUHHbIX
XKene3 C NOJIMOPraHHbIMU MPOSIBIEHNAMU, CPeay KOTOPbIX
0cob0 cUNbHO MOpaXalTCa AblxaTeNlbHas cUCTeMa, MuLLe-
BapuTENbHBIA TPAKT M 3K30KPUHHAA YacTb MOAIKENyL04YHOM
Xenesbl, a TakxKe neveHs (2, 12, 17, 19].

MpoaykT reHa CFTR, 6enok CFTR, npeactaBnset cobou
AT®-3aBUCUMBIN XNOPHBIA KaHas, BbICTUNAMOLWMIA NPOTOKM
KENEe3 BHELUHEW CEeKpeLun, B TOM YUCTIE W KeNYeBbIBOAS-
wmx nyteid [11]. Mpn cHMKeHUM ero GYHKLUMM WK NOSHOM
otcytcTBum benka CFTR B NpoToKax BCeX 3K30KPUHHBIX JKe-
ne3 HabmogaeTca cekpeums BA3KOW, 00e3B0OXKEHHOW Cu3y,
MPUBOASALLEN K 3aKymopKe MPOTOKOB, UX MEPepacTsKEHUIO,
MPUCOEMHEHUI0 NATOrEHHOW MUKPOMOPbI, XPOHUYECKOMY
BocnaneHuto, atpodum 1 dubposy [2, 12, 17]. MoaobHbIN Me-
XaHW3M npegnonaraetca U B neveHn. OBCTPYKUMA KeNUHbIX
nyTei NPMBOAMT K 3aCTOK U HAKOMJIEHMIO XENYHbIX KUCNOT,
obnafawlmx LMTOTOKCUYHBIM aencTBueM. [lpogonikatio-
LLleecs MOBPEXAEHUe renaTounToB NPUBOAMT K aKTUBALMK
3BE374aTbIX KIETOK (NepuunToB), passuTuto hrbpo3a neyeHu
W, B KOHEYHOM uTore, K umppo3y [12, 17]. AnbTepHaTuBHas
Teopus natoreHesa npejnonaraeT NoBbILEHWE MPOHULAe-
MOCTU CIM3UCTON 0BONOYKM KULLEYHMKA, BCNELCTBUE Yero
B NeyeHb NocTynaeT HonbLUoe KONMYeCTBO DaKTepuanbHbIX
aHTUTEeHOB, KOTOPble BbI3bIBAKT BOCMANMUTENBbHYI0 PEaKLMIO
u ¢ubpo3 [19].

BapuaHTbl aucdyHKumm reHa CFTR ype3BbivaliHO pa3Ho-
06pa3sHbl 1, B 3aBUCUMOCTM OT CTENeHW OUCHYHKLMM KOHEY-
HOro NpoAyKTa, NOApPa3aensTCs Ha 6 KITaccoB.

Knacc | — HapyweHue cuHTe3a 6enka, B pe3ynbrare
Yero HapyLIalTCs NpoLecchbl TPAHCKPUMLMM U TPaHCIALMK,
YTO MPMBOLMT NMOO K HapYLUEHMIO CUHTE3a CTabumbHOro
npoTenHa, NMbo K MpOLYKUMM aHOManbHO YKOPOYEHHOro
npoTenHa (BcnencTeue 00pasoBaHMs CTOM-KOAOHA). [ns
[aHHOT0 KNacca XapaKTepHbl HOHCEHC-MyTaLuMK, CABUMM pa-
MOK CUMTBbIBaHUSA, 00YCNOBNIEHHbIE AeNEeLMAMU, MHCEPLMAMM
UK anbTepHaTUBHBIM cnnaiicuHroM MPHK. Mo knunHnyeckon
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3HauYMMOCTU AaHHbIE MyTaLuu — Hauboree TaXenble U UMe-
t0T HebnaronpuaTHoe heHOTUNMYECKOe NPOSIBNIEHNE.

Knacc Il — HapyweHue co3peBaHus besnka. B pesynbtarte
MyTaLMKM NPOUCXOLUT HeNpaBUIbHLIA GoNAMHT BenKa U Ha-
PYLLEHME ero TPaHCMOPTa K anuKanbHOW NOBEPXHOCTU KNeT-
KW. 3T0 NPUBOAMT K YCKOPEHWUIO Aerpajaumy aHOMasbHoro
NPOTEeMHa BHYTPUKIIETOYHbIMU NpOTeasaMu U OTCYTCTBUIO/
3HauMTeNbHOMY YMeHbLUEHMIO QYHKUMOHaMbHOro benka Ha
MeMbpaHe kneTku. Hanbonee yacto BcTpeyarowascs MyTa-
ums aaHHoro knacca — F508del.

Knacc Ill — HapylueHne perynsumm XiopHOro KaHana.
benok CFTR cuHTe3npyeTca u focTaBnsieTcs Ha MembpaHy
KNETKM, HO He OTBEYaeT Ha cTumynaumio LAM® n He BbI-
nonHseT csoo GyHKumMo. Mytaumm Il knacca nokanusoa-
Hbl B PErynsTOPHOM U HYKIEOTWUACBA3LIBAOLLMX [OMEHaX
reHa CFTR.

Knacc IV — HapylueHre npoBoaUMOCTH XMIOpPHOTO KaHa-
na. CokpallaeTcs BpeMsl OTKPbITUS XJIOPHOMO KaHana, 4Tto,
COOTBETCTBEHHO, MPUBOAMUT K CHIXEHMIO MOHHOMO MOTOKA.
MyTauun faHHOro Knacca 3aTparuBaloT MEMOpPaHOCBA3bIBa-
foLLME JOMEHBI.

Knacc V. — cHmxeHne KonuuectBa (yHKLMOHANBHOIO
benka. K aToMy Knaccy OTHOCATCA FeHeTUYEeCKWe BapuaH-
Thl, NpY KOTOPbIX 60 cHUKeH TpaHcnopT benka CFTR Ha
MOBEPXHOCTb KIETKW, NMBO MpoAyLMpyeTCs MOHWKEHHOE
KONMYeCcTBO HOPMaJbHOT0 TPAHCKpUNTa, JIMbo CHUKaeTcs
ypoBeHb (YHKUMOHanbHOro benka. faToreHHble BapuaHThl
3TOr0 KJlacCa HapyLwwawT MexaHU3M CrianucuHra, U TpaHc-
KpunTbl 0bpasyloTca B pesy/bTaTe Kak abeppaHTHOro, TaKk
1 HOPManbHOrO CMTANCHHra.

Knacc VI — cHwKeHMe BpeMeHM HaxoxpaeHus benka
Ha mosepxHocTW kneTku. Knacc VI BKiloyaeT reHeTUyeckme
BapWaHTbl, MPUBOAALLME K CUHTE3Y MPOTENHA C U3MEHEHHO
CTabunbHocTblo B pesynbtate notepu 70-98 C-KoHueBbIX
aMMHOKMCIIOTHBIX OCTaTKOB.

'eHeTyeckue BapmaHThl -l KnaccoB ropasno cunbHee
BAMAT Ha GyHKumo 6enka CFTR, YeM reHeTyecKkue Bapu-
aHTbl IV unm V Knaccos, M accoumMpoBaHbl C KNAacCMYECKUM
MB. B Hactoswee BpeMs onucaHo bonee 1500 pas3nmnyHbIx
MyTaumin npu MB [20]. MpocnexwBaeTcs YeTKas B3aMMOCBA3b
eHOTUNA 1 BbIPAXEHHOCTU MOpaXKeHUs MOAXKEeNyL04HON Xe-
ne3sbl; KOpPPenAuMsa reHoTMna U BbIPAXEHHOCTU MOpaXeHNs
NErkux, NeYeHN U KULLEYHUKA Ha CErofHALIHUIA [AeHb OCTa-
eTcs auckyTabenbHou [16].

Knaccuueckas basucHas tepanus MB aBnsetca no cytu
cuMnToMatdeckon [3, 7, 9, 12] v BknoyaeT aueToTepanuio,
BUTaMMHOTEPANUIO, MYKOJIMTUYECKYIO Tepanuio, MeTOAMKU
OpeHnpoBaHus bpoHxuanbHoro fepesa, neuyebHyo ¢us-
KyNbTypy, aHTUbaKTepuanbHyl0 Tepanuio, 3aMecTUTENbHYH
Tepanui0 He[0CTaTOYHOCTM 3K3OKPUHHOW BYHKLMM MoaxKe-
NYL,04HOM Xene3bl. EQMHCTBEHHBIA AOCTYMHBIA ANS NeyeHus
nopaxeHus neveHun npu MB npenapaT — ypcoLe30Kcuxo-
nesas kucnota [12, 19]. OHa yMeHbLuaeT peabcopbunio 3H-
LOTEHHbIX ENYHbIX COMEN B KULLEYHWUKE, TEM CaMbIM yCU-
NMBas CEKPELMIO XeN4u, KpoMe Toro, 0bnafaer npsaMbIM
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renaTonpoTeKTOpHbIM AEeliCTBUEM U MpencTaBnisieT cobon
OAMH Ux 6a3ncHbIX NpenapatoB B Tepanuu MB.

B TepMuHanbHbIX CTapmsax 3aboneBaHus TpaHCMNaHTa-
LIMA XM3HEHHO BaXKHbIX OpPraHoB SBASETCA €AWUHCTBEHHbLIM
peLLeHneM, CNocoBHbLIM NPOAAUTD XM3Hb BonbHOro. B bonb-
LUMHCTBE C/yyaeB maumeHTaM ¢ MB nepecaxusaioT nerxue
¥ neyeHb. B cnucke Hambonee yacTbix NpUUMH NS TpaHC-
MnaHTaumm nerkvx y B3pocniblx MB ctout Ha 3-M MecTe
(mo 25% oT Bcex peuMnUeHTOB), YCTynas XPOHUYECKON
0OCTPYKTMBHON 60ME3HM Nerkux M neroyHomy ¢ubposy,
ay peten — Ha 1-M Mecte (o 65 % Bcex peumnuenTos) [7].
lNoKa3aHus K TpaHcnnaHTauum ierkux npu MB: cHueHmne obbe-
Ma ¢opcupoBaHHoro Bblgoxa 3a 1-to cekyHay (OOBT, FEV1)
00 30 % oT pacyeTHOro U MeHee; pa3BUTHe NErQYHON -
MepTeH3Un NMpU OTCYTCTBUW TMMOKCEMUYECKON [bIXaTesbHOM
HeA0CTaTOYHOCTY; YacToe YXyALleHue obLLero cocTosHMs 3a
CYeT yyallieHns 3NM30[0B OCTPOM AblXaTebHOM HeJ0CTaTou-
HOCTH, TpebytoLLieit MHBA3WUBHOM AbIXaTeNIbHOM MOALEPHKKM;
MOBLILLEHNE aHTUOMOTUKOPE3NCTEHTHOCTH; YXYLLUEHWE Hy-
TPUTUBHOrO CTaTyca Npy LOCTATOYHOW HYTPUTMBHOW NOA-
LepXKe; yyallieHne 3NW3040B MHEBMOTOPAKCA; KU3HEYrpo-
Xatowee neroyHoe Kposoteyenue [1, 7].

loKasaHnWeM K TpaHCMaHTaLmmn neyeHn SBNSETCS LMPpPO3
neyeHu, BeLyLLMM UMMEPATUBHBIM MOKa3aHWEM K TpaHCrnaH-
Tauum neyeHn y bonbHbix MB — nporpeccupoBakme cuHapo-
Ma NopTabHOW runepTeHsuy [5]. TpaHcnnaHTaums neveHu Lo
YXYOLLEHUA QYHKLMW NETKUX U HYTPUTUBHOTO CTaTyca MOXET
CHW3MTb NMOC/E0NEPaLMOHHBIE PUCKM. PaHHSs TpaHCnNaHTaums
MeYeHy NPUBOAMT K CTabunmusaumm, a B HEKOTOpbIX Clydasx —
K ynyyLLeHno GyHKLMM Nerkux nocnie onepauuu [15].

3Tonormyeckas reHHo-MHXeHepHas Tepanusl — WUHHO-
Baumsi B nedeHnn MB [14]. OpHako HecMOTps Ha BeayLUM-
eca ywe bonee 30 net paspaboTku, OHa BCe eLle OcTaeTcs
Tepanuen byayuiero. B HacToswee Bpems Haubonee co-
BPEMEHHON W 3(DEKTUBHOWM ABNAETCA NaTOreHeTUYecKas
TapreTHas Tepanua [3, 7, 9, 13]. OHa HanpaBneHa Ha BoC-
cTaHoBnieHne dyHKumm benka CFTR ¢ noMolublo Tak Hasbl-
BaeMbix CFTR-MogynsTopoB, KoTopble NOApasfensiTcs Ha
2 6onblume rpynnbl. Mepsas rpynna (KOppeKTopbI) BKIKOYaeT
nymakadTop, TesakadTop, anekcakadTop, UX NPUMEHSIOT
npu Mytaumn F508Del. Mytaums otHocutcs Ko Il knaccy;
npu Heit 6enok CFTR cuHTe3MpyeTcs, HO ManodyHKUMOHa-
NeH W3-3a HenpaBuibHOro GoaMHra 1 BbICTPO paspyLuaeTcs
BHYTPUKIIETOUHBbIMK cucTeMamm KoHTponsa [10, 13]. Mo paH-
HbIM peructpa B Poccuiickoii Pepepaumm, AaHHas MyTauus
BCTPEYaeTCs B rOMO3UIOTHOM COCTOSHWM Y 28 % nauueHToB,
B reteposurotHoM — y 52 % [6, 8]. [pyras rpynna (noteH-
LMaTopbl) NpeAcTaBAeHa MLlb OfHUM BELLEeCTBOM — WBa-
KadTopoM. Ero pelicTBue HanpaBnieHO Ha BOCCTAaHOBIEHUE
(yHKumoHanbHocTv 6enka CFTR nyTeM yBeninyeHMs 4acToThl
OTKPbITUA XNIOpHOro KaHana (Mytaumu llI-1V knaccos).

B HacTosLLee BpeMs B MUpe UCMONb3YIOT 4 3aperucTpu-
POBaHHbIX KOMBWHALMM KoppeKTop+Momynstop (tabn. 1)
[13, 20]. B poccuitckux OepepanbHbiX KIMHUYECKUX
pexkoMeHaaumsx (PKP) TapretHas Tepanus MB pexkoMeHzyeTcs
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¢ 2021 r. [3]. Bce CFTR-MoaynsTopbl MeTabonmsupyroTcs B re-
YEHW C y4acTUeM CUCTEMbI LIMTOXPOMOB, YTO TpebyeT ocTo-
POXHOCTM B MpUEMe MPenapaToB Mpu ee MopaxeHun. XoTs
KOPPEKTMPOBKA [,03 NPU HE3HAUUTENBHON NEYEHOUHOI Heflo-
cTarouHocTu (knacc A no Child-Pugh) He TpebyeTcs, oHa MoxeT
NOHafobuMTCA NpY CPeLHETSHKENOI HegocTaTouHOCTH (Knacc B).
B cnyuae TsxKenoi neyeHouHoi HepgocTtatoyHocth (knacc C)
TapreTHas Tepanus NpoTuBomnoKasaHa. [lobouHbiMM addekTa-
MM BCeX 4 NpenapaToB TaKKe CYMTAETCS MOBILLEHME NMeYeH0Y-
HbIX TPaHCaMWHa3, NOSBNIEHNE APYIUX CUMMTOMOB YXYALLEHMS
neyeHouHo @yHKumm [18]. C y4eToM yacToro nopaxeHus
neyeHn npu MB, NpUMeHeHWe [aHHbIX NpenapaToB MOXET
ObITb B OnpeaeneHHon crenenu 3atpynHeHo [10].

B cBA3M €O CNOXKHOCTbLI0 NPUHATUSA TepaneBTUYECKOro pe-
LUEHMA NPU Ha3HAYeHUM TapreTHOM Tepanuu naumexTam ¢ MB
C MOpaXeH1eM neyeHu NpeACcTaBaeHHbIN HaMU KIMHUYECKUIA
C/yyaii ABNSETCS aKTyaNlbHbIM.

KTMHUYECKWIA CNYYAIA

MaumenTka K., aeBoyka, 14 net, ot 2-ii 6epeMeHHOCTH,
2-x ponoB (B ceMbe ecTb CTapLUMii CblH OTLA OT MepBOro
bpaka, 30 neT, 340poB, M CbiH OT [aHHOro bpaka, 340poB).
Macca npu poxaenun — 2860 r. o pesynbrataM HeoHa-
TanbHOr0 CKPUHWHIA Ha 4-e CYTKW XM3HU UMMYHOPEaKTUB-
HbliA TpuncuH coctasun 110 Mr/mn (HopMa — po 7 Mr/mn).
MoBTOpHbIiA TecT Ha 10-e cyTkn — 125 Mr/mn. MpoBoaUMOCTb
nota Ha annapate Nanoduct (ELITechGroup Inc., CLUA) —
115 monb/n (HopMa — po 70 MMosb/n). MonekynsipHo-re-
HeTUYecKoe UCCNeA0BaHNe BbISBIIO NaToOreHHbIe BapuaHThl
F508Del/W1282X B KoMnayHp, reTepo3uroTHOM COCTOSIHUW.
MaumeHTKa HabntoaaeTcs B 06nacTHON LLETCKOM KIIMHNYECKOM
bonbHuue uM. H.B. IMuTpueBoi PsisaHu 1 B OTAENEHUM My-
KoBMCLMA03a B HayuHo-McCne10BaTeNIbCcKOM MHCTUTYTE JeT-
ctBa MockoBcKoii obnactu.

B KNMHMYeCKOI KapTWHE ¢ paHHero Bo3pacTa 0TMeYaeTcs
nporpeccupytolias benKkoBo-3HepreTMyecKas HefocTaTou-
HocTb |-Il ctenenu. C 5 net nocne nepeHeCeHHOro MHMEKLUM-
OHHOTO0 MOHOHYKJIE03a y4acTUAMCb 0BOCTPEHNS CO CTOPOHI
AbIXaTemnbHOW cucTeMbl (HacTble pecnpaTopHble 3aboneBa-
HWS, 3a103KEHHOCTb HOCA), B TeYEHWEe [OLIKOMbHOT0 Nepuosa
00 3 obocTpeHwid B rof, C NpUMEHEHWEM aHTUbaKTepManbHOM
Tepanuu (Ko-TpuMoKcason [cynbhaMeToKkcason + TpUMeTo-
NpuM], aMOKCULMNNIMH + [KNaByNaHoBas KWUCNOTa), asuTpo-
MuumH). 0TMeYanock oTcyTcTBME NPUOAaBKM Beca M 3aJepKa
pocTa. B 3to e Bpems 3aduKcMpoBaH NEPBUYHBIA BbICEB,
a 3aTeM MOBTOpHble BbiceBbl Pseudomonas aeruginosa, no
MoBoJy Yero nosiyyana Tepanuio: TO6paMULMH MHTaNALMOH-
HO, umnpo®noKcaunH BHyTpb 21 feHb HECKOJBKO KYpCOB.

B 2017 r. (B Bo3pacTe 7 neT) npu nnaHoBoM obcneaosa-
HWM Ha YNbTPa3BYKOBOM MCC/E0BaHUM DpIOLLHON MOMoCTy
06Hapy»eHbl $h1bpo3HbIE U3MEHEHUS MeYeHu (HeoaHOpoa-
Has CTPYKTYpa C y4acTKaMM MOBbILLEHHOM 3XOTeHHOCTH, Ae-
dopMauys 1 obeHeHWe COCYANCTOrO PUCYHKa, AedopMaums
Kpas neyeHm).




KIMHYECK A CIIYYAN Tom 15,Ne 4, 2024 Meauarp

97

Ta6nuua 1. CpaBHUTENbHbIE XapaKTePUCTUKY TapreTHbIX MPenapaToB, LOCTYMHbIX HA CEroAHALIHMIA [eHb
Table 1. Comparative characteristics of targeted drugs available today

MexyHapoaHoe HenaTeH- Peructpaums Bo30acTHoe
TOBaHHOe HauMeHoBaHue / | Tun Mogynstopa / | B PO / Registra- M . P Metabonmam /
International Nonproprieta Modulator type | tion in the Rus- yrauua / Mutation orpaHMq.eHlme/ Metabolism
proprietary ¥P ) : Age limit
Names sian Federation 9
B neuenn,
G551D. G1244E C yyacTmeM CVICTe/-
i ' Mbl LIUTOXPOMOB
Wakadrop / MoteHuuartop / Her / No g;gﬁ‘zns%; ?ﬁ Cé6ner/ In the liver, with
Ivacaftor Potentiator S1255’P S5 49N' From age 6 the participation
i / or’ SEL9R of the cytochrome
' system
(CYP3A4/5)
MoTteHuma- F508del, romosuror-
Il/IBaKad)Top + Tesakadtop /  Top + KoppeKTop / Het / No Hast I/IJ'I*I/I reTeposu- Céner/ CYP3AL/5
vacaftor + Tezacaftor Potentiator + cor- rotHas* / homo- or From age 6
rector heterozygous*
Jlymakadtop
B OCHOBHOM BbIBO-
lla, ectb [JMTCS B HEU3MEH-
B QesepanbHbix MB';?(Z qJBTMOp'e'_
MoTeHuma- KSIMHWUYECKUX c LIaCTVIPGM
NBakadrop + JlymakadTop /  TOp + KoppekTop /  pekoMeHpaumsx  F508del, romosurot- Céner/ C\¥P3 ALSS
Ivacaftor + Lumacaftor Potentiator + cor- ~ no mMykoBuc- Has / homozygous From age 6 Lumacafluor is
rector umposy 2021/ .
Yes. in 2021 mainly excreted
gL;idlines unchanged;
Ivacaftor is me-
tabolized
by CYP3A4/5
MBakadp + Tesakag- MoTeHuma- XoTsa bbl 0gHa Konus
Top + 3nekcakadtop / TOp + 2 KOpPeKTO- myTauum F508del / At Céner/
Ivacaftor + Tezacaftor + pa / Potentiator + Her / No least one copy of the From age 6 CYP3AL/S
Elexacaftor two correctors mutation F508del

* TaumeHT gomxeH umetb age Mytaumu F508del unm umeTb no KpaliHeii Mepe ofiHy, KOTopas pearvpyeT Ha KOMOWHaUmIo Te3akadTop +
MBaKadTop Ha OCHOBAaHWUM AAHHbIX in Vitro W/UK KIMHUYECKWUX AaHHBbIX; (+) — CoyeTaHue ABYX NpenapaTos.

* 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 npu o4yepeaHOM 00OCTPEHUM C 3NM3040M Kpo-
BOXapKaHbsi («po30Bas MOKpOTa») MONy4eH BbiCeB Steno-
trophomonas maltophilia. OHOBPEMEHHO NOABUNICA KOXKHBbII
remMopparMyeckuit CUHLPOM B BUZE HEOOMIbHBIX NETEXMH,
MepUoLMYECKU NOSABNAIOLLMXCA Ha 3anACTbsX, NPeAnIeybsaX,
a TaKKe CHWXeHWe ymcna TpoMboUMTOB B aHanM3e KpoBM
Y U3MeHeHust B KoarynorpamMme (yasMHeHWe aKTMBMPOBaHHO-
ro YacTM4HOro TpoMbonnacTMHOBOro BpeMerw). Mpy UMUIK-
JMarHoCTMKe Ha MarHUTHO-pPe30HaHcHol ToMorpadum (MPT)
0TMEeYasucb NpOrpeccupyioLlne CTPYKTYpHble AuddysHbie
M3MeHeHMs neyeHn B Buae ¢mbposa, ¢ HambonbwmuM no-
pa)eHueM npaBoi fonn. B 3ToM ke rogy uMenu Mecto
anusofbl cybdebpunuteta, Banocty, cnaboctu, COHNMUBO-
CTW, 3NM30bl rO0BHLIX Boneit no 3-5 AHeli ¢ nocnepyto-
LUMM CHUXKEHMEM anneTuTa 1 noTepeii Beca ot 1,5 fo 2 Kr
C nocniegytolmM BoccTaHoBneHneM. B 11 net ycraHosneH
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AVarHo3 «anepruyeckuini BpoHXoNeroyHbIi acneprunnes»
(IgE & Aspergillus fumigatus — 3,85 ME/mn).

0bbeM TepanuW NaUMEHTKM Ha TOT MOMEHT BKJIOYaN:
€Xe[HEBHO 3aMECTUTENbHYI (epMeHTOTepanMio — naH-
KpeatuH 650000 nunasHbix eavHuy B cyTku (10000 EL —
15 kancyn B cyTku, 25000 ELL — 20 Kancyn B cyTku); yp-
cofe3oKcuxoneBas kucnota — B fo3e 750 Mr/cyT, uHrans-
LMK Yyepe3 Hebynaisep nopHasa anbda — B [03e 5 Mr/cyT;
7 % rvnepToHMYECKOro pacTBOpa C rasypoHOBOW KUCTOTOW,
MaHHUTOMA; MHCTUNNALMM MOMeTa30Ha dypoarta 3H0Ha3anb-
Ho — B po3e 200 MKr/cyT; BuTamunbl (A, E, D3, K); cneupnanu-
31POBaHHOE HYTPUTUBHOE NUTAHME, KypChbl KMHE3MOTEPAMNUU.

Mpu 0bcnepoBaHWM NaumeHTKM B Bo3pacTe 11 net nepes
BbIbOpOM TapreTHoi Tepanuu (MioHb 2022 r.) ee pocT cocTa-
Bun 145 cM (-0,06 KO3 PMLMEHT CTAHAAPTHOrO OTKIOHEHMS,
Standard Deviation Score — SDS), Bec 31,4 kr (-0,99 SDS),
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MHIeKc Macchl Tena — 14,93 (-1,38 SDS). [leoyka npeab-
ABNANA Xanobbl Ha XPOHWYECKMIA Kallenb C FHOWHOW MO-
KPOTOIA, MOCTOSIHHYI0 3alI0XKEHHOCTb HOCa, cnabocTb U bomum
B uBoTe. 0BbEKTMBHO: [EBOYKA acTEHWMYECKOro Teocso-
YKEHWS, MOLKOXHO-KUPOBOW C/0¥ BbipaXKeH cnabo. KoxHble
MOKPOBbI YNCTbIE, BrieJHO-pO30BbIe, CYXOCTb ryd, peLmamsu-
pytowmii xeinur. Nepudepuyeckue nMMdaTyeckue yanbl He
yBenuyeHbl. KatapanbHbix SIBfIEHUIA HET, HOCOM NPaKTUYECKU
He AblwmnT. Kawenb BnaXHbIK, rnybokuin, ycunueaetcs no-
CNe MHranaumm 1 LpeHaxHbIX ynpaxHeHun. OAbIlWKK B Mo-
Koe HeT. 3eB M CiM3uCTble 000/104KM MOOCTM pTa YMCTbIE,
BnaxHble. [pyaHas KneTka 6e3 gedopMauuii, NepKyTOpHO-
KOpoBOuYHbI/A 3BYK. B nerkux: AbixaHue XecTKoe, MpoBO-
OMTCS BO BCE OTAENbI, XPUbl BaXHbIe, pa3HoKanmbepHble,
OBYXCTOPOHHMe. YactoTa apixauust (HO) — 20 B MuHyTy,
catypaums — 96 %. ToHbl cepaua pUTMUYHBIE, LIYMOB HET.
YactoTa cepaeyHblx cokpaienuin (HCC) — 86 B MuHyTy,
apTepuancHoe faeneHne — 100/70 mm pr. cT. }uBoT yBe-
JIMYeH B pa3Mepe, NeyeHb BbICTYMaeT Ha 3 cM M3-noj pe-
DepHoi ayru, Kpai nnoTHbIn, 6yrpuctbiid. Ctyn 1 pa3 B AeHb,

odopMAeH.
B nabopaTopHbIx aHanM3ax KpOBM: 3PUTPOLMUTHI —
4,04 x 10'%/n, remornobun — 122 r/n, nemKoUMTbl —

7,91 x 10°/n, Tpom6oumtel — 103 x 10°/n, ckopocTb ocenaHust
aputpoumtoB (CO3) — 10 MMm/u, bunupybuH obwmn —
14,1 Mmonb/n, wenouHas docdaraza — 659 En/n, amuna-
3a— 36,8 Ea/n, anaHMHaMuHoTpaHchepasa (AJIT) — 28 Ea/n,
acnapTtataMmuHoTpaHcoepasa (ACT) — 48 En/n, KpeaTuH-
¢octokmnaza (KOK) — 221 Ep/n, naktataernaporeHasa
(nar) — 374 Ep/n, obwmin 6enok — 76 r/n, rniokoza —
3,91 mmonb/n, C-peaktuHbiii 6enok (CPb) — 10 wmr/n,
ubpuHoren — 2,99 r/n.

Ha MPT 6ptoLLHOM NONOCTU KapTUHa CTPYKTYPHBIX Anddy3-
HbIX (DMOPO3HBIX U3MEHEHMIA NMEYEHM, YBENIMYEHWE Pa3MepoB
neBOW [onM neveHu, GMOPO3HO-NMNOMATO3HbIE U3MEHEHUS
NOAXKENYLOYHON Kenesbl, CrIeHOMeranus, Manblii acumr.
Ha ¢wubporactpogyoneHocKonuM — MpU3HaKW NULLEBOAA
bappeta: BapuKo3HOe pacLumMpeHme BeH nuLLeBoAa | cTeneHu.

Vol. 15
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B nMHamMuKe dYHKUMM BHELLHErO AbIXaHUs MOXKHO 0TMe-
TUTb OTCYTCTBUE BEHTUALMOHHBIX HApYLUEHMIA Ha NPOTSKE-
HWW Bcero HabslogaemMoro nepuoaa (taon. 2).

Ha KomnbloTepHoW ToMorpadun 0TMeYaeTcsl YMepeHHoe
nporpeccupoBaHie BPOHX0IKTA30B B BEPXHUX [OMAX 0DOMX
NErkux U NpPU3HaKW XpoHUYecKoro bpoHxuonuTa (tabn. 3).

Ha wioHb 2022 r. nepep, NnpoBeieHMEM KOHCUIMYMa NaLy-
eHTKe Obln NocTaBneH ClneaylLMin AMarHo3 (Tabn. 4).

BBuAy HeyKNOHHOrO MpOrpeccuMpoBaHWs MyNbTUOPraH-
HOro nopaeHus (C BeayLLel KIMHUYeCKon npobiemMon —
MpOorpeccMpoBaHWeM LMPPO3a MeYeHU C NpU3HaKaMu nop-
TaNbHOW TMUMNEPTEH3UN U MEYEHOYHOW HeAO0CTaTOYHOCTH),
BCTaN BOMPOC 0 fasbHelilen Tepanuu naumeHTku. Hanuume
myTaumm F508del B reTeposuroTHoM coctosHuM nossonset
“CMonb30BaTh Npenapar uBakadTop + TesakadTop + anek-
cakadtop n mBakadtop (M+T+3) B KauecTBe TapreTHoM Te-
panuy, Tak Kak MMEHHO OH MOKa3aH Mpy Hanuuuu xotsa Obl
ofHoi MyTtaumm F508del. OpHako moTeHuManbHas rena-
TOTOKCMYHOCTb AaHHOTO Mpenapata Bbi3blBaa OMaceHus.
NMetoweecs nopaxeHne neYeHn NpeacTaBnseT coboi ofHO
u3 nposeneHuit MB, noatoMy Ha doHe TapreTHoil Tepanum
MOXHO 0XMAATb KaK MUHUMYM 3aMefsieHusi Nporpeccupo-
BaHWs NOpaXKeHWs neyeHu. PellieHne NpMHUManoch COBMECT-
HO C Hay4YHO-KOHCYNbTaTWBHbIM OTAENOM MYKOBUCLMA03a
MeanKo-reHeTMYECKOr0 HayyHOro LIEHTpa UM. aKajeMuKa
H.MN. boukoBa, 1 no utory KoHcunmyma B uioHe 2022 r. bbinio
MPUHATO PELLEHME HauaTb TapreTHyl0 Tepanuio npenapaToMm
N+T+3 N0 }U3HEHHBIM MOKA3aHUAM.

C woHs 2022 r. nauueHTKa Mony4yaeT TapreTHbIA npe-
napat M+T+3 B posupoBke 100 Mr anekckadtopa, 50 Te-
3aKkadTopa, 75 Mr uBakadTopa ytpoM, 150 Mr neakadropa
BeuepoM. 3a mepBble 4 Mec. mpuema npenapata obuias
npubaBKa Beca cocTaBuna 2,5 Kr 1, YTo HEManoBaXHO AN
nauueHTa, ynydwmnocb obulee camouyBcTBMe. B nepBbie
MecsLbl UMeNUCb NoboYHbIe peakuuu B BULe boneit B K-
BOTE U yyalleHns oopMieHHoro cTyna Ao 3-5 pas B AeHb,
bonu B NpOEKLUMM OKOMOHOCOBBLIX MasyX. [lpu KOHTposb-
HoM obcnenoBaHun B okTabpe 2023 r. naumeHT Xanob He

Tabnuua 2. [lnHamuKa cnmpoMeTpum NaumMeHTKM 3a nepuog, 2017-2024 rr.

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

[lata nccneposanus / Date of study

Moka3zatenb, % / Index, %

2017, mapt / March

2017, aBryct / August
2018, mait / May

2018, Hosbpb / November
2019, nexabpb / December
2020, wionb / July

2021, aBryct / August
2022, Hosiopb / November

JKEJT/ VCL — 118, 00B1 / FEV1 — 119
JKEJT/ VCL — 100, 0®B1 / FEV1 — 101
JKEJ / VCL — 104, 00B1 / FEV1 — 97
JKEJT/VCL -107, 0®B1 / FEV1 — 93
HEN / VCL — 125, 00B1 / FEV1 — 125
EN /VCL — 117, 00B1 / FEV1 — 108
JEN / VCL — 96, 0BB1 / FEV1 — 82
JEN / VCL — 107, 00B1 / FEV1 — 102

Mpumeuarue. EJT — »xu3HeHHas eMKocTb nerkux; 0OB1 — o6bem dopcrpoBaHHOro Bbifoxa 3a 1 C.
Note. VCL — vital capacity of the lungs; FEV1 — forced expiratory volume in 1's.

00I: https://doi.org/10.17816/PED15493-102
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Tabnuua 3. [JHamMuKa AaHHbIX KOMMbIOTEPHOM TOMOrpaduu NaumeHTKK 3a nepuog 2016—2024 rr.

Table 3. Dynamics of the CT image

of patient for the period 20162024

[arta / Date

Moka3zatens / Index

2016
2017, mapt / March
2018, despanb / February

2018, nekabpb / December

2019, nekabpb / December

2021, nexabpb / December

2022, okTs6pb / October

BpoHX03KTa3bl BepXHeW [0SW NPaBoro JIErKoro, ABYXCTOPOHHUIA e OpMUPYIOLLMIA BPOHXMT /
Bronchiectasis of the upper lobe of the right lung, bilateral deforming bronchitis

BpoHxoakTasbl BepxHel Jonv 0bounx nerkux, bpoHxoobetpykums B S1m S2 /
Bronchiectasis of the upper lobe of both lungs, broncho-obstruction in S1 and S2

KapTuHa HepaBHOMEPHOCTW MHeBMaTU3aLMK, NPU3HaKKU XPOHUYECKOTo BpoHxuTa /
A picture of uneven pneumatization, signs of chronic bronchitis

KaptuHa dy3udopMHbIX BpOHX03KTa30B BepXHel [onu 06oux Nerkux (6e3 npusHakoB 060CTpeHUs).
lpu3HaKM XpOHMYECKOI 06CTPYKMBHOM B0NIE3HW NErKuX, C ABNEHWAMM BpoHxo06CcTpyKuum B S1-2
o6oux 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 A0Mel 060MX NIEerKMX C NpU3HaKaMI1 XPOHUUYECKOro 0BCTPYKTBHOIO
6poHxuTa / Picture of bronchiectasis of the upper lobes of both lungs with signs of chronic obstruc-
tive bronchitis

KapTHa xpoHu4eckoro obCTpyKTUBHOrO OpOHXUTa, DPOHXMONMTA 0D0MX Nerkux /
Picture of chronic obstructive bronchitis, bronchiolitis of both lungs

KapTuHa pacnpocTpaHeHHOro y3eiKoBOr0 NOpaXeHUs Mo TNy 6POHXMONUTA, MPU3HAKM XPOHUYe-
CcKOro 06CTPYKTMBHOIO BPOHXMTA, YTO COOTBETCTBYET NPOSBNIEHNSM OCHOBAHHOrO 3aboneBanus /
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

Tabnuua 4. [InarHo3 naumeHTku K.

B MioHe 2022 .

Table 4. Diagnosis of patient K. in June 2022

[unarnos / Diagnosis

Onucanue auarHosa / Description of diagnosis

[lnarHos ocHosHoii / Diagnosis

[eHeTnyeckuii anarHo3 / Genetics

MuKkpoburonoruyeckuin guarHos /
Microbiology

OcnoxHenms / Complications

ConyTcTBYIOLLMIA AUarHo3 /
Concomitant diseases

MykoBucLUMA03, cMeLLaHHas GopMa, CpefiHen CTeneHn TAXecTU. XpOHUYeCKMiA 0bCTpyK-
TUBHBIA OpoHXMT. [bixaTenbHas HefocTaTouHocTb O cTeneHu. bpoHxoakTasel S1-2 (D/s),
S5 (D), S8, 9 (S), S10 (D/S). XpoHWUYECKNIA MOAMMO3HbINA NaHCUHYCUT. [oNMN3KTOMUS

B 2019. XpoHuyeckas naHkpeatUyeckas HefoctatouHocTs / 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 ctadmioKokkoBas MHdEKUMSA. XpOHUYECKas CUHErHoMHas HbeKLus
(HosI6pb — pexabpb 2016 1., MapT 2018 r.). Aspergillus (anpenb 2017 r.). MNepBUyYHbIiA
BbiceB Stenotrophomonas maltophilia — asryct 2020 r. Annepruyeckuii 6poHX0NeroyHbIN
acneprunnes (Hosbpb 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 neyenu, noptanbHas r1nepTeH3us. BapukosHoe paclumpeHme BeH nuLLeBosa.
Koarynonatus. CunapoM xonectasa / Liver cirrhosis, portal hypertension. Varicose veins
of the esophagus. Coagulopathy. Cholestasis

XpoHuueckuii ractput. MNuwesop, bappeta | ctenenn B3H | ctenenm /
Chronic gastritis. Barrett's esophagus stage I. PEU, stage |

lMpumeyanue. BIH — BenKoBo-3HepreTMyecKast HeA0CTAaTOYHOCTb; * — MyTaLyA NMEPBOrO Kiacca, NPUBOAsLLAs K 06pa30BaHMio CTOM-KOL0Ha.
Note. PEU — Protein-energy undernutrition; * — First class mutation resulting in the formation of a stop codon.

npeLbsBASET, COCTOSHME M CAMOYYBCTBUE CPeLHEN TAXECTH. B KOHTpONbHOM aHanu3e KpoBW: 3pUTPOLUTHI —
Kawenb peakuii, nocne MHranauni u apeHaxHblx ynpax- 3,977 x 10'2/n, remornobus — 121 r/n, neikouutbl —
HeHWi. B nerkux sectkoe fpixanue 6e3 xpunos. Katapanb- 4,30 x 10%/n, tpomMboumtel — 238 x 10°/n, CO3 — 8 MM/y;
HbIX sBneHuit HeT. Y, — 20 B MuHyTY, catypaums — 96 %, B BuoxMMMYecKoM aHanuse Kpou: bunmpybuH obumin —
YCC — 86. XuBoT yBenmuyeH B pasMepe, neyeHb BbIXOAUT 25,6 MMOfb/N (KOHBIOTMPOBaHHbINA 4 MMOJb/N, HEKOHBHOTMPO-
Ha 3 cM u3-nog pebepHoii fyrw, Kpail NAOTHLIA, BYrpucThiii.  BaHHbI 21,6 MMonb/n), WwenoyHas docdarasa — 973 Ea/n,

Cryn odopmneH.

amunasa — 28,9 En/n, AT — 23,1 En/n, ACT — 29,3 En/n,
DOl https://doiorg/10.17816/PED15493-102
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06w 6enok — 65,7 r/n, anbbymunsl — 39,5 r/n, rnio-
Ko3a — 5,44 mmonb/n, CPB — 1,1 mr/n. MNepeHocuMocTb
npenapata OLeHeHa KaK XopoLuas.

3AKJIOHEHUE

lpencTaBneHHbI KIMHUYECKMIA Cilydaln WAmioCTpupyeT
ycnex npumeHeHus npenaparta W+T+3 y pebeHka B Bo3pacTe
14 net ¢ MB 1 UMppo30M NeyeHu, YTo ABNAETCA YHUKAbHBIM
HabntogeHueM. ELMHCTBEHHON BO3MOXHOCTBIO OCTaHOBUTD
MpOorpeccupytoLLee MyNbTUOPraHHOe NMOPaXeHUe OKasanach
TapreTHas Tepanus. Hanuume mytaumum F508del B reTeposu-
FOTHOM COCTOSIHUM TaK3Ke MO3BOAISNIO0 UCMO/b30BaTh TapreT-
Hyto Tepanuio. B kauectBe ocHoBHoro 6bin BeibpaH npena-
pat U+T+3. B LenoM naumeHT nepeHocuUT Tepanuio XOpoLLOo,
O[lHAaKO Hanuuue LMppO3a NeyeHW MOCTaBWIO Bpauen ne-
pen HempocTbiM peLleHneM. YuuTbiBas renatoTOKCUYHOCTb
npenaparta, B [aHHOM clydyae HeobxoauMo WCMOMb30BaTh
TapreTHylo Tepanuio ¢ 0CTOPOXHOCTLH. CNOXHOCTb 3aKSo-
Yanacb TaKXe W B TOM, YTO MMPOBOI OMbIT MPUMEHEHUS
TapreTHoro npenapata W+T+3 ons neveHus MB, ocnoxHeH-
HOro LIMPPO30M MeyeHu, KpanHe CKyAHbIN. B cBA3n ¢ atum
LanbHeiiwee HabmogeHve 3a NauUWMeHTOM NpefCcTaBAseTcs
KpaliHe Mofe3HbIM U NepCrneKTUBHBIM, TaK Kak M03BOAUT
oLeHUTb 3P heKTMBHOCTb M He3omacHOCTb TapreTHOW Tepa-
NMnK B cneuMPUUecKuX YCIoBUSX, U AaHHbIA OMbIT, BO3MOX-
HO, ByZleT NPUMEHNUM K LpYrM MaLMeHTaM, UMEHLLMM TaKyio
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e KOMOp6MAHOCTb. YunTbiBas bypHoe pa3BuThe TapreTHbIX
npenapaTos, UcCieA0BaHue NoAobHbIX BONPOCOB ABNAETCS
KpaiiHe aKTyasibHbIM.

NONONHUTENBHAA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbI BHECNM CYLLECTBEHHbIN BKNAA
B pa3paboTKy KOHUenuuW, MpoBefeHWe MCCnefoBaHus U MOA-
FOTOBKY CTaTbM, NMPOYAM U OL0DPUNM (GUHaNbHY0 Bepcuio nepen,
nybankaumeil.

KoHdnukT wuHTepecoB. ABTOpbl AeKNapupylT OTCYTCTBUE
ABHbIX M NOTEHUMAsbHBIX KOHGIMKTOB WMHTEPECOB, CBSA3aHHbIX
C NybnMKaLmeli HacTosLLel CTaTby.

WUcTounuk mHaHCcUpoBaHUs. ABTOpbI 3asiBNISIIOT 00 OTCYTCTBUM
BHELUHero GWHaHCMPOBaHWUA NPy NPOBEeEHUN UCCNIe0BaHMS.
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AHeMMUS XpOHUYECKUX 60NIbHbIX ¥ pebeHKa
C BbISIBJIEHHbIM BNepBbie rUnonapaTupeosoM

K.W. NwennyHaa ', T.A. MenbHukoBa 2, H.A. Owenkosa 2, E.B. CHeroa?,
A.[l. CutHukosa ', B.B. bapanosa'
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2 KoHcynbTaTUBHO-AMarHOCTUYECKNIA LieHTp Ana aeteit, CankT-MeTepbypr, Poccust

AHHOTALMA

AHeMms XpoHUYeCKUX BONbHBIX ABNSETCA BTOPUYHBIM FEMaTONIOrMYECKUM CUHAPOMOM W Haubonee 4YacTo COMPOBOMXAAET UH-
(eKLMOHHO-BOCTIANUTESIbHBIE, MMMYHOMATONOMMYECKUE W ONYXONeBble MPOLECChl. B natoreHe3e aHeMMM y4acTBYHOT pasiny-
Hble MEXaHW3Mbl, CPefiy KOTOPbIX OCHOBHOE MECTO NPUHAANEKMT AeNCTBUI0 NPOBOCMANMTENbHbBIX LUTOKMHOB. Bo MHOMUX Ciy-
Yasx UMeeT MEeCTO pa3BUTME CUAEPOMNEHNUH, HE CBA3aHHOM C abCONKOTHBIM Ae(QULMTOM JKene3a, BO3HWKAIOLLEN B pe3ynbTaTe
nepepacnpeseneH1s UMEILLMXCA B OpraHu3Me 3amacoB Xenesa. [JUarHocTuka pasnuyHbiX BUA0B NaTONOTMM Y HEKOTOPbIX
NaLMeHTOB HAYMHABTCA UMEHHO C BbISIBNIEHHOW aHeMuK. 370 TpebyeT KOMMIEKCHOTO 06CNe0BaHMS, UCKITIOUEHWUS NePBUYHOI
reMaTosIor1yecKon NaTonoruv W BbISIBEHUS BCEX COMYTCTBYOLMX 3ab0neBaHuiA, B TOM Yucie o4aroB MHdeKumM. lpueneH
KIMHUYECKUIA NpuMep MyNbTUAMCUMNNIMHAPHOO NOAXOAA B AMArHOCTUKE HOPMOXPOMHOM HOPMOLMTApHOM aHeMuM, 3aBep-
LUMBLLEICA BbIABIEHUEM 3HLOKPUHHOI NaTONIOMMU — TUNOMapaTMpeo3a, M XPOHUYECKUX 04aroB UHdeKUMM AnwuTernHa—bapp
BMPYCHOW M CTPENMTOKOKKOBOW 3TMONIOMMM Y AEBOYKM MOAPOCTKOBOr0 Bo3pacta. 0cobeHHOCTb Cyyas B TOM, YTO MaLMEHTKa
nepBKUYHO 0BpaTMack K Bpayy reMaTosiory o noBOAYy aHeMUM NIErKOi CTeNeHu, HO B NpoLiecce 06cnefoBaHUA CTano 04eBUa-
HbIM, 4TO }Kasi00bl Ha NPOrPeCccUpYHOLLYI0 CIAaboCTb, YTOMASEMOCTb, TPEMOP PYK, FONIOBOKPYXKEHNS HEBO3MOXXHO CBA3aTh C YKa-
3aHHOW reMaTonor1yeckon narosoruei. BosHuKiMe B nepuoae 06cnefoBaHUA CNACTUMECKWE HapyLUEHWS, TETAHWUS MblLL
KOHEYHOCTe# CTann NOBOAOM AN UArHOCTUKW MeTaboNMYeCKMX HapyLIEHWUN: onpeaeneHns ypoBHeil KpeaTuHPOCHOKNHa3bI,
MWOrN00MHA CHIBOPOTKU, 3NIEKTPOSIUTOB KPOBM, B TOM YnCie Kanbums U docdopa, a TakKe rOPMOHOB LUMTOBMAHOW M Napa-
LMTOBMAHOM Xenes. o pe3ynbTaTaM 06cneoBaHUs YCTAHOBNEHO, YTO COCTOSHWE AEBOYKM Obl0 BbI3BaHO BbIPAXKEHHbIMU
MeTaboNMYECKUMM U3MEHEHUAIMM, HapyLLeHUsMM OCchOpHO-KanbLmMeBoro obMeHa B BUAe runokanbumemum, runepdocda-
TEMWUW, HapacTaloLLMM YPOBHEM KpeaTMH(OCHOKMHA3bI, BLICOKUM NMOKa3aTeeM JlaKTaTAernaporeHassl 1 0bycnoBneHo aHao-
KPWUHHOM natonorveid. Hanmume HEBPONOTMYECKON CUMNTOMATUKM 3adUKCUPOBAHHbBIX C NMOMOLLbK MarHUTHO-PE30HAHCHOM0
W 3NeKTpoKapaMorpamyeckoro UcciefoBaHmMi U3MeHeHW Ha OHe 3HAYUTENbHOTO CHUMEHWUA NapaTMPEOMAHOM0 FOPMOHa,
rMNOKanbLMYeMIUW, HapacTatoLLEero ypoBHs KpeaTuHPocdoKnHa3sbl NoTpeboBano HanpaBneH!s NaUMEHTKU B CTaLMOHaPp C Ana-
FHO30M «runonapatupeo3». [pefcTaBneHHbI KIMHWUYECKWIA Clyyali MOATBEPXKAAET HeobX0AWMMOCTb WHAMBUAYANbHOIO,
MYNbTUAUCLMIIMHAPHOMO NOAX0AA K AMArHOCTUKE BTOPUYHBIX aHEMUYECKUX COCTOSIHWIA, YTO MO3BOJIUT BbISBUTL NaTONOMI0
Pa3fINYHbIX OPraHoOB U CUCTEM.

KnioueBble cioBa: aHeMUsi; 00MEH ene3a; BOCNaNeHue; cupeponeHua; runonapaTupeos; VIH(DEKLI,VIFI.
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Anaemia in a child with chronical disease
and a newly diagnosed hypoparathyreosis

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

! Saint Petersburg 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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BBEJEHUE

KnuHnyecknii aHanu3 KpoBM OTpaKaeT peakumio UM-
MYHHOM M KPOBETBOPHOM CUCTEMBI Ha PasfyHble BUAbI BO3-
LeiCTBUA, Cpefy KOTOPbIX OCHOBHOE MECTO MpUHAANEXMUT
3aboneBaHuAM pasnuuHoi npupopbl. Cpeau rematonoru-
YECKMX CMHAPOMOB C OOMbLUOM YacTOTOM BCTPeYaloTCs aHe-
MWM — COCTOSHUS, XapaKTEPU3YHOLLMECS CHUMXEHUEM YPOBHS
remMorniobuHa, 4acTo B COMETAHUM CO CHUKEHUEM KONMYECTBa
3pUTPOLMTOB B eAuHMLEe o0bbema Kposu. B neamatpuueckoii
MpaKTuKe, BCIeA 3a Jene300eduUUTHbIMU aHEMUAIMK, BTOPOE
MEeCTO M0 YacToTe 3aHWUMAKT aHEMUM XPOHUYECKMX BOMbHbIX
(AXB) — no dopmynupoBke MexayHapoLHOM Kiaccudu-
Kauum 6onesHen 10-ro nepecmoTpa, MpeAcTaBnsioLLMe CO-
00i BTOPUYHBIN aHEMWUYECKUIA CMHAPOM CMELLIaHHOro reHesa
[1, 4, 14]. B ero matoreHe3e NMpMHMMAKT y4acTUe U 4acTo
COYETAKTCA pasfiMyHble MeXaHW3Mbl: LEeNCTBME NpoBocna-
NUTENbHbIX LMTOKMHOB HA BCEX 3Tanax 3puTpono3sa, HeLo-
CTaTOYHbIA CMHTE3 3PUTPONO3TUHA, BTOPUYHbIE HApYLLIEHUA
enesucroro obMeHa, HapylweHus obMeHa MUKpO3eMeH-
TOB, MeTacTaTUyeCKne MOBPEKAEHUS MPU OHKONOTUYECKO
naTonorum, TOKCMYECKUA reMonin3 u MHoroe apyroe [1, 6, 8,
10, 12]. Mop meiicTBMEM NPOBOCMANMUTENbHBIX LIMTOKUHOB CY-
LLIECTBEHHO CHUXAETCS MPOAYKLMA 3pUTPONOITUHA, YYBCTBM-
TENbHOCTb K HEMY KIIETOK 3puTpOHa. B ycnoBusx BocnaneHus
TaKKe YCUIMBaeTCs CUHTE3 Benka renumamuHa renatoumUTamy,
YTO NPUBOLMT K CHUXEHMIO BCACbIBAHMSA XeNe3a B KULLEYHU-
Ke W HapyLLaeT peyTunmM3auuio xenesa u3 aeno. B pesynb-
TaTe HaCTYNWBLUEN CWULEPONEHMM MOXET (GopMMpOBaThbCS
xenesonednumTHLIN 3puUTponoa3. HeonpaBaaHHoe neyenue
naumeHTa npenaparaMm xenesa He CONpOBOXAAETCS MoJo-
HUTeNbHbIM 3 deKToM. B 3Tol CBA3M NeyeHue nauMeHToB
C aHeMwel, BbisBNEHHOW Ha GoHe Apyrux 3aboneBaHwid,
TpebyeT TLiaTeNbHOro U BCeCTOPOHHero obcneaoBaHus. AXb
BO MHOTWX CNyyasx He TpebyeT camMoCTOATENIbHOMO NIeYeHus,
a ee AMHaMMKa onpefenseTcs AMHaMUKON OCHOBHOrO 3abo-
nesaHua [3, 11, 13]. Pa3Hoobpasne naToreHeTUHECKMX Mexa-
HWU3MOB, [JINTENbHOCTb M XapaKTep OCHOBHOMO 3abofeBaHus
00yCnoBNMBalOT BO3MOXHbIE BapuaLMM reMaTosIorMyecKux
xapakTtepuctuk AXB. AHEMMS MOXKET MMETb TMMNOXPOMHbIN
XapakTep, 0co6eHHO NpK AUTENbHBIX BOCMIANUTENbHbBIX MPO-
Lieccax, HamoMMHas UCTUHHYIO Jene304e(ULUTHYI0 aHEMUIO,
Ho yvaLue Bcero AXb sBnseTcs HopMoLMTapHOW, HOPMOXPOM-
HOI, pereHepaTopHOM, U UMEET NIErKyl WM CPefHIo CTe-
MeHb TAXECTW, @ ee [MHAMMKa TECHO CBAi3aHa C TEYEHUEM
OCHOBHOr0 3abonieBaHus. B HeKOTOpbIX Clyyasix WMEHHO
aHeMus ABNIAETCA NepBbIM NOBOAOM NS 00paLleHus K Bpa-
4y, ¥ B npoLiecce 0bcne0BaHNA AMArHOCTUPYETCA OCHOBHOE
3aboneBaHue.

B npencTaBneHHOM KIMHUYECKOM HabmlofeHM auarHo-
CTUYECKMN NOUCK BblT HAYaT BpaYoM-reMatosioroM, NocKoslb-
Ky NOBOAOM [/ MEPBMYHOTO 0BpaLLeHns CTanu U3MeHeHus
B KJIMHWYECKOM aHanu3e KpoBM.

Tom 15,Ne 4, 2024
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leanatp

KJTMHUYECKUU CNYYAN

[leBouka, 15 net, obpatunacb K remartonory «KoH-
CYNbTaTUBHO-AMArHOCTUYECKOrO LieHTpa Ana Aeten CaHkT-
MeTepbypra» no NoBoAYy M3MEHEHWN B aHanM3ax KposW, Mo
HanpaBfieHUI0 NeamMaTpa NOJMKIMHUKK B fekabpe 2022 .
B TeueHue nocnegHero rofa oTMeYana MoBbILLEHHYK YTOM-
ngeMocTb, cnabocTb, Nepuogmyeckuit TpeMop pyK (cnactu-
YECKOe COCTOSHME KUCTEl pyK Obio BbISBNIEHO MO3XeE ToSb-
KO npu ocMoTpe HesponoroM). B oktabpe 2022 r. Hapocna
obLaa cnabocTb, NOSBMAUCL rONOBOKPYXKeHus. B Hosbpe
nepeHecna ocTpoe 3aboneBaHue ¢ hebpunbHOM NMXopaaKon,
M3MEHEHMSIMM B aHanu3ax KpoBU: HeNTPODUBHBIN NeKoLu-
T03, ycKopeHHoe CO3, aHemus. lonyyana B TeyeHue Hepenm
uedukeum. B pekabpe camouyBcTBME MPOAOMKAN0 yxya-
warbcs: 0bwas cnabocTb, YTOMAAEMOCTb, FONIOBOKPYKEHMS
yeununueb. KoHcynbTMpoBaHa MHEKLMOHUCTOM [J1S1 UCKJTHO-
YeHUs MHEKLMOHHOTO MOHOHYKIE03a, bbinla peKoMeHj0BaHa
KOHCyNbTaumsa reMatosiora. B npecTaBneHHOM KIMHUYECKOM
aHanu3e Kposu: 3putpoLmtel — 3,8 x 10'%/n, reMornobuH —
91 r/n, cpenHuii 0bbeM 3putpoumtos — 81,7 ¢n, cpeaHee
cogepxaHue remornobuHa B aputpoumute — 25,8 i,
peTukynountel — 12 %o, CO3 78 MM/u. [lnarHocTvpoBaHa
HOpPMOXpPOMHas, HOpMoUMTapHas, pereHepaTopHas aHeMus
NErKon CTeNeHN TAXECTH.

/3 aHamMHe3a XU3HKM U3BECTHO, YTO [EBOYKA OT NEpBOM
HOpMasbHO MNpoTeKaBLUe OEPeMEHHOCTH, CPOYHBIX HEoc-
NOXHEHHBIX POAOB, C BECOM npyu poxaeHun 2600 r n poctom
47 cMm. lNepnop HOBOPOXKAEHHOCTW 1 pa3BuThe A0 roAa npo-
TeKanu 6e3 0cobeHHOCTel, B COOTBETCTBMM C BO3PacTOM.
Mocne roga nepeHocuna pecrnvpaTopHble 3aboneBaHusa He
yacto — 2-3 pasa B rof;, be3 ocnoxHeHuit. BakumHupoBaHa
Mo nnaxy. Annepryecknx NposBNEHNA, XPOHUYECKWX 04aroB
UHEKLUUM paHee He 0TMeYeHo. TybepKynesHblii aHaMHe3 He
oTaroLeH. Yuntcs B 8-M Knacce LUKonbl. B cemeiiHOM aHaM-
He3e OHKOMOTMYECKMX, FEMaTONIOrMYECKMX, IHLOKPUHHBIX 3a-
boneBaHuii HeT.

Mpy NepBMYHOM OCMOTpPE OTMeYeHbl Xanobbl Ha 06LLyio
cnabocTb, BANOCTb, FOIOBOKPYXeHMe, coHnmuBocTb. ObLee
COCTOSIHME OLIEHMBANOCh KaK YAOBNETBOPUTENBHOE, KOXa
bnepHas, cnuauctble 060n04YkM po3oBble, yucTble. [Mnep-
nnasus MuHaanuH |-l ctenenn. Jliumdoysnbl weiiHoi rpyn-
Nbl MEJIKWe, 3NacTUYHble, be300Ne3HEHHbIE, 0AMHOYHbIN Y3eN
cnesa o 1 cM, 3nacTUYHbINA, NOABUMKHBINA. TOHbI Cepaua oT-
yeTsMBbIe, NyNbC 86 yA/MUH, AbixaHue Be3uKynsapHoe. Xusot
MArKWKA, 6e36051e3HeHHbIN. [ledeHb, ceneseHKa He manbnu-
pytotcs. Dusmonornyeckne oTnpasneHus B HopMe. Bpauom
remMarosioroM 6bin Ha3HaueH MOBTOPHbINA aHaNW3 KpoBY, rae
BbISIB/leHA aHaNOMMyYHas KapTWHA, COXpaHSBLUAACA B [anb-
HeliLLeM B TeUeHMe BCero nepuofa obcneoBaHus [0 SHBapS
2023 r. — HOpPMOXPOMHas HOPMOLMTapHas pereHepatop-
Has aHemms: reMornoduH (Hb) 97 r/n, — cpedHuin 0bbem
aputpoumnToB 84,5 dn, cpeaHee coaepaHue remornobuHa
B OTAE/bHOM 3pUTpOLMTE B abCONMOTHBIX eauHuULax 26,6 mr,
peTukynoumtbl (Rt) 12,5 %0 u yckopeHHas C03 63 MM/y
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€ KonebaHusaMm B auHaMuKe [0 28—39 MM/Y, ocTanbHbIe Mo-
KasaTe/v B npefenax HopMbl (Tabn. 1).

C y4eToM HecoOTBETCTBUS BbIPaXEHHOCTH Xanob u yme-
PEHHOr0 XapaKTepa aHeMuW, NMPOBEAEHO KOMMIIEKCHOe 06-
CnefoBaHWe U NoJyYeHbl KOHCYNbTaLMW CrneuuanmcToB ans
BbISIBIEHWS COMYTCTBYIOLLIEN NaToNorumM, 04aroB MHbeKLmMK,
aKTUBHOCTM BOCMANEHNS.

[leBouka bbina ocMoTpeHa cneunanuctamu: JIOP-Bpayom
[MarHocTUpOoBaH XPOHUYECKUI TOH3UNAUT BHE 0DOCTpeHMs,
XPOHWYEeCKasi, NepCUCTUPYIOLLAN CTPENTOKOKKOBAsA MHEK-
LMSi; OHKONIOTOM — MCKIIIOYEHA OMyXxosieBas MaTtosiorus;
0 TanbMoN0roM — BbISBNEH 3aCTOMHBIA AUCK 3pUTESbHO-
ro HepBa cripaBa. [lauMeHTKa Nosyunna KOHCYNbTaLMIo He-
BpOJIOra C OCHOBHOW Xanoboi Ha TpeMop pyk. Mpu ocMoTpe
OTMeYeHbl TaKXKe MONOMUTENbHbIM cUMNTOM Tpycco, He-
ycTonMumnBoCcTb B no3e Pombepra. Mpu cnabom nocTykuea-
HWW Bbi3biBancs cumntoM XeocTeka lll creneHn. Bo Bpems
0CMOTpa BHE3arHO BO3HWMK NMPUCTYN TETaHUW, Ha4aBLUMIACS
C GubpUNNAPHBIX NOAEPTVMBAHUIA B KUCTAX PYK M NEPEpPOCLUMIA
B 60/1€3HEHHBIN MblLLIEYHbIV cnia3M. Kuctu pyk npuHsnu noso-
XKEHME «PYKM aKyLIepa», HUMHHIUE KOHEYHOCTU — MOSIOXKEHME
«KOHCKas cTonav. [apoKcu3M npojonKancs 4o 2 MUH npu
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COXpaHeHHOM co3HaHuu. [pu LeneHanpaBneHHOM YTOUYHEHUH
aHaMHe3a BbISICHWIOCh, YTO NMOA0OHbIE COCTOSHUA B Teue-
HWe NocnieHero Mecsua NoBTOPSNIUCL A0 3—4 pas3 B CYTKW.
370 NOCNYXWUNO NOBOAOM AJ1S1 AUArHOCTUKM MeTabonnyecKux
HapyLeHuit: onpepenexus KpeatuHpochokuHassl (KOK),
MWOrnobuHa CbIBOPOTKM, 3NEKTPOSIMTOB KPOBM, B TOM YmCie
Kanbums 1 docdopa, a TakKe ropMOHOB LUTOBUAHON W Na-
paLLMTOBUAHOM Xene3. HasHaueHbl JonoNHUTEeNbHbIE UcCTe-
[L,0BaHWUA LIS UCKITIOYEHNS 3NUMENCUK, a TaKXKe 0NyXoneBoro
npoLiecca, Ha YTo yKa3blBanoch paHee.

Mo AaHHbIM MarHUTHO-pe3oHaHCHoM ToMorpadum (MPT)
FOSIOBHOTO MO3ra BbISIBNEHbI MPU3HAKW CUMMETPUYHOTO Nopa-
MeHus basanbHbIX faep, XapaKTepHble Ans npuobpeTeHHbIX
TOKCMYECKUX UK MeTabonnueckux HapyLueHui. lpu npoBege-
HUM AONONHUTENBHOO 0BCNeL0BaHNSA: PEHTTeHorpaMMa opra-
HOB IPYLHO KNETKW, NPMAATOYHbIX Ma3yX HOCA, YNbTPa3ByKo-
Boe uccneaoBaHue (Y3M) bpioLuHol nonocT — naTtonorum He
BbisiBNeHo. Ha anekTpokapauorpamme (3K oTMeueHo yom-
HeHune nHTepBana @-T, yKopoyeHue uHTepBana P-(Q, a B 3xo-
KapamorpaMMe — [L0M0JHUTE bHas XOPAa JIEBO0 XKeMyLouKa.
Mo AaHHBIM Y3W LUMTOBMAHOM Kene3bl BbISBNEHO YMeHbLLE-
HWe pa3MepoB NpU LOCTaTO4HOM YPOBHE FOPMOHOB B KPOBM.

Tabnuua 1. lNoKkasaTenu KIMHMYECKOr0 aHanKU3a KpoBM B AMHaMUKe HabnoaeHns nauneHTu 15 net

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

[ata / Date
Mokasartens / 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
CpepHuii 06beM aputpoumTos, ¢n / 84,5 82,6
Mean corpuscular volume, f/L
CpepnHee copepxaHue remoriobuHa
B 3puTtpouuTe, nr / Mean corpuscular 26,4 27,0
hemoglobin, pG
CpefiHAs KOHLEHTPaLys reMoriobuHa
B 3puTpoumTax, r/n/ 313 327
Mean corpuscular hemoglobin concentration, g/L
Petukynoumtsl, % / Rt, % 1,2 -
Jevkoumtsl, r/n / White blood cell, g/L 7,3 8,3
ManoukosaepHsle, % / 9 5
Rod nuclear cells, %
CerMeHTOsiEepHbIE, % / Segmental, % 65 69
JosuHodunsbl, % / Eosinophils, % 0 0
Basodwnbl, % / Basophils, % 0 0
Jiumdpoumrsl, % / Lymphocytes, % 25 19
MoHouwuTbl, % / Monocytes, % 8 7
Tpombouwtel, r/n / Platelets, g/L 375 310
C03, Mm/4 / Blood sedimentation rate, mm/h 63 39

BOI: https://doi.org/10.17816/PED154103-110
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Mo pe3ynbTataM nabopaTopHbIX UCC/EN0BaHMIA B KIMHN-
YECKMX aHa/M3ax KPoBY CTOMKO COXpaHsNach B TeYeHue Bee-
ro nepuopa obcnenoBaHUsl HOPMOXPOMHas HOPMOLMTapHas
aHeMusl, MOKa3aTeNiM 00MeHa Jene3a BbISBUNW BbipaXKEHHYH0
CUZEPONEHUI0 U1, COOTBETCTBEHHO, BbICOKMIA YPOBEHb HEHa-
CbILLEHHOr0 TPaHcdeppuHa Npy HopMabHBIX MOKa3aTensx
(eppuUTMHA CbIBOPOTKM M 06LLEl Xene30CBsA3bIBatoLLEN Cro-
cobHocTy (tabn. 2).

Mo pesynbTaTaM MOJyYEHHbIX M3MEHEHHbIX MOKa-
3aTenieid, NPUBEAEHHbIX B Tab. 3, BbIABNEHO Hanmuue

Tabnuua 2. Moxasatenn obMeHa Kenesa NaumeHTKn
Table 2. Patient’s indicators of Fe exchange

Tom 15,Ne 4, 2024
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MapKepoB BoCNasneHus: no.bilweHue C-peakTMBHOMO benka
(CPB) B coyeTaHMM ¢ COXpaHsAOLWMMCA ycKopeHHbIM CO3J,
LMCMPOTEMHEMMS 33 CYET MOBLILIEHUS YPOBHA rnobynu-
HOB, LMCUMMYHOrNoBynMHeMMA 3a cyeT noBbiweHus IgM
(tabn. 3).

ObpalLanm Ha cebsi BHMMaHWe MOBLILLEHUE YPOBHSA JlaK-
TataernaporeHassl (J140), KOK B auHammke ot 2790 En/n
po 5734 Ep/n. Mpu vccnepoBalum BOAHO-CONEBOro 0bMe-
Ha BbISBNIEHA BbIPAXXEHHAA TMMOKaNbLMEMMUS W MOBbILIEH-
HbIM ypoBeHb (ochopa KpoBK. BbinonHeHHOe B 3TOM CBS3U

Moka3zatenb / Parameter

PesynbTatbl aHanusa / Test results

Hopma / Norm

28.12.2022
Hene3o cbIBOPOTKM, MKMOJIb/N
Fe serum, pM/L 31 5,4-19,5
06LLana ¥ene3ocBA3blBatoLLas
CMocobHOCTb, MKMOSb/N 60,3 45-69
Total iron-binding capacity, uM/L
HeHacblLLieHHas ene30cBA3bIBaloLLan
CMNocobHOCTb, MKMOJb/N 57,2 24,2-495
Unsaturated iron binding capacity, pM/L
(DeppUTHH CbIBOPOTKM, MKI/N 248 15-120

Serum ferritin, pg/L

Ta6bnuua 3. BuisneHHble HapyLueHus nabopaTopHbIX NoKasaTeneil
Table 3. Disorders in lab indicators revealed in the study

[lata / Date
Mokasatens / Parameter Hopma / Norm
28.12.2022 03.02.2023
AnbbymuH, % / Albumin, % 50,7 - 57,1-67,2
nobynuH, % / Globulin, % 49,3 - 32,8-42,9
FaMMa-rnobynuH, % / Gamma globulin, % 22,3 - 9,8-16,9
Naktatperupporenasa, Ea/n / B B
Lactate dehydrogenase, Unit/L 678 120-300
Mmorn061.4H CbIBOPOTKM, MKr/n / B 85 1764
Serum mioglobulin, mcg/L
KpeatHdocdokuHasa oblas, En/n / B
Creatine phosphokinase total, Unit/L 2796 5734 1-123
KpeatnHdocdokuHasa MB, En/n / _ 134 1-25
Creatine phosphokinase mb, Unit/L
P HeopraHyeckwii, MMonb/n / _ 318 1.02-179
P, inorganic, mmol/L
Ca o6wwuit, MMonb/n /
Ca total, mmol/L - 1.01 2,1-2,%5
Ca .MOHVI3VIpOBaHHbIl7I, MMob/n / _ 057 1,22-138
Ca ion, 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

DBOI: https://doi.org/10.17816/PED154103-110
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Tabnuua 4. MNokasatenn GYHKLMM LUMTOBUAHOW 1 NApaLLMTOBUAHON Kene3

Table 4. Indicators of thyroid and parathyroid gland function

[lata / Date
Mokasatens / Parameter Hopma / Norm
28.12.2022 | 03.02.2023
CeobopHbii T4, Hr/on / Free T4, nG/dL 1,43 - 0,83-1,43
TupeoTponHbIA ropMoH, MKMER/Mn B .
Thyroid stimulating hormone, mclntUnit/mL 0,908 0.48-4,17
AnTutena k tupeornobynuny ME/mn _
Thyreoglobulin Antibodies, IntUnit/mL 3n flo 100
AutuTena K Tupeonepokcuaase, ME/mn B
Thyroperoxidase Antibodies, IntUnit/mL 15,05 flo 30
MapaT1peouaHbIi FOpMOH, Nr/Mn _ 53 13,7-98.2

Parathormone, pG/mL

onpefeneHue napaTMpeoMAHOr0 ropMoHa 0BHapyxuno ero
CYLLECTBEHHOE CHUKeHue (Tabn. 4).

Mokasatenu yHKUMM LUMTOBUAHOW Xee3bl 0CTaBanuch
B npefenax HopMbl. B mpouecce obcnesoBaHmus bbio noga-
TBEPIK/,EHO Ha/4Me CTPENTOKOKKOBOM MHGEKLINM MO MOBbILLEH-
HOMY YPOBHI0 aHTUcTpenTonmanHa «0» (AC/0) — 330 Ea/mn
u Bupyca JnwreiiHa—bapp (B3b): nonoxwrensHas peakums
Ha aHTUTeNa K KancugHoMy benky B3b no IgM, saaepHbiM ben-
KaM no IgG, a Takxe aHTMTENa K umtoMeranosupycy no IgG.
[leBouke TaKKe ObIK BbINOAHEHBI BUOXMMUMYECKUIA aHaNK3
KpoBu (0bLmii OenoK, rnoKo3a, OMAMPYOMH, KpeaTUHUH
CbIBOPOTKW, anaHMHaMMHOTpaHcdepasa, acnapTaTaMuHo-
TpaHchepasa, raMMa-rnoTaMunTpaHdepasa, XoNnecTepuH,
wenoyHas docgartasa), nabopaTopHble UCCNeAOBaHUA Ha
NPeAMeT [NIMCTHO-Napa3uTapHoW WHBasWM (ackapupos,
TOKCOKapO03, OMUCTOPX03, TPUXWUHense3, NaMbnnos, axu-
HOKOKKO03), BHYTPUKJIETOYHbIE MH(EKUMM (MpocTon repnec
| n Il Tuna, TokconnasMo3, uutoMeranosmpyc, renatut B, C,
BMpYC MMMYHOAedMLUMTa YenoBeKa (BUY), cudmnuc; onpepe-
NeHue, KpOMe YNOMSHYTOr0 paHee KanbLys u docdopa, Tak-
e APYruX MUKPO3MIEMEHTOB: Mefi1, MarHus, HaTpus, Kanus,
xnopa; uccneposanne C3 u C4 KOMNOHEHTOB KOMMEMEHTA.
OTKJIOHEHMI OT HOPMbI B MEPEYNCIIEHHBIX UCCNEA0BaHUAX
He BbISIBNEHO.

Mo pesynbTataMm npoBefeHHOro 06crefoBaHWa cTano
0YeBMAHbIM, YTO remaTtosioruyeckas narosnorus He Tpebyet
pacLUMpeHns reMaTonoruyeckoro obcnesoBaHus. TsxecTb
COCTOSIHUSA MaLMEHTKM, HEBPONIOTMYECKas CUMMTOMATUKA,
OblKM BbI3BaHbI BbIpaXKEHHBIMU METaboONMYECKUMU U3Me-
HeHUAIMK, HapyLweHnaMn docdopHo-KanbLmeBoro 0bmeHa,
00yCoBMEHHBIMY 3HAOKPUHHOI naTtosorveid. Hannume Hes-
PONOrMYecKoin cuMnToMaTuky, uameHenmn MPT u 3KI Ha
(OHe 3HAUMTENBHOrO CHUMEHWS YPOBHA MapaTUpPeOUZHOro
rOpMOHa, runoKanbLueMuy, Hapactawoulero ypoBHsa KOK
noTpe6oBanu 3KCTPEHHON rOCMUTanNM3aLUun B SHLOKPUHHOE
OTZEMNEeHNe C AMArHo30M «runonapatupeos». ConytcTeyto-
LuMe NaTosorMM — XPOHUYECKUIA TOH3MINIUT, XPOHUYECKas
CTPENTOKOKKOBaA M nateHTHas BIb-undexuma. OcnoxHeHu-
eM crieflyeT cunTaTh HOPMOXPOMHYI0, HOPMOLUTAPHYIO, pere-
HepaTopHYI0 aHeMHUIO.

BOI: https://doi.org/10.17816/PED154103-110

B HacTosem cnyyae HOPMOXPOMHas aHeMMs, MOCTYMB-
Luasi MPUYMHOMN NepPBUYHOTO 0BpaLLeHns K remMarosory, nociy-
XuUna noBogoM Ans obcnefoBaHus, B pe3ynbTaTe KOTOPOro
Bbina BbISBNEHA NaTosorus, NoTpeboBaBLLas IKCTPEHHOrO Ne-
yeHus. [IMarHoCTMpOBaHHBIN Y NaLMEHTKM rMnonapaTtMpeos —
pedKo BCTpevarolleecss 3aboneBaHWe, XapaKTepu3yloLleecs
pa3BMTUEM rUMoKanbLemMum, runepdocdaremMun 1 Hepono-
TMYECKON CUMMTOMATUKM (MONOXKUTENBHBI CUMNTOM XBOCTEKA,
MPUCTYMbI TETaHWKM, cuMnToM Tpycco) [2, 5, 7]. KnuHnyeckas Kap-
TWHa BKJIKOYaET pasHoobpasue CMMNTOMOB MOPaXeHUs HepB-
HOM CUCTEMBI, TaKVUX KaK YyBCTBO CTpaxa, TpeMop, NapecTe3uu
LA, KUCTEH, CTOM, HEBPO3, CHUXEHME NaMSATH, CYXOCTb KOXM
[9, 15]. Hanuume 3Tmx cMNTOMOB 3aTpyAHSIET AMArHOCTUKY,
ocobeHHo B AebtoTe 3aboneBaHus. MHorve W3 cMMNTOMOB
OTMEeYa/IUCb y NauUMeHTKW W, BeposTHee Bcero, bbim npo-
ABneHMeM runonapatupeo3a. KpoMe toro, 6bim auarHocTu-
POBaHbl XPOHUYECKME 0Yark CTPEMTOKOKKOBOM U NaTeHTHOM
B3b-uHdekumn. KnuHuueckve nmposBIEHUS| UHTOKCUKALMK,
MapKepbl BOCMaNeHNs B KIIMHWYECKOM aHa/N3e KPOBM YKasbl-
BalOT Ha OCTpbIV BOCMANMUTENbHbINA NPOLIECC, NPeALLeCTBOBaB-
LUK 0BpaLLeHuto K remMaTonory. AHEMUIO 3[ech Hafo paccMa-
TPUBaTb KaK ClIefCTBUE BOCMANMTENBHOMO NPOLECCa, KOTOpbIi,
KaK M3BECTHO, CIY)XWUT OHUM W3 TPEX KIacCUYecKux natore-
HETUYECKUX MexaHu3MoB pa3suTus AXB, Hapsamy ¢ MMMyHO-
MaToOrMYeCKUMU U OnyxonieBbIMK 3aboneBanuamu [1, 3, 4].
Ha aKTvBHbIV BOCManuTenbHbI NpoLecc B AaHHOM Clyyae
YKa3blBa/IM He TOJbKO MPOSIBNIEHNUS MHTOKCUKALMK (uxopaa-
Ka, NapaK/IMHUYEeCKVIe NOKa3aTeN akTUBHOCTU 10 obpalLLeHms
K rematonory), Ho 1 yckopeHHas CO3, TeHOeHUMS K HEMTpO-
dune3sy, nosbleHHbIM ypoBeHb CPB, JIAI, a Takke ACIIO.
MoBbILLEHHBIN B TaKKUX CITy4asX YPOBEHb MPOBOCMANMTENBHBIX
LMTOKMHOB ONpefenseT HapyLeHNe aKTUBHOCTW 3pUTPON033a
C PpasBUTMEM HOPMOXPOMHOM HOPMOLMTApHOW aHEMWUN.
B 10 ke BpeMs eneso CbIBOPOTKM KPoBM Ha (oHe UHGEK-
LIMOHHO-BOCMANUTENbHBIX NPOLIECCOB BIIOKMPYETCS B OpraHax
MMMYHHOM CUCTEMBI, W €ro YpoBeHb B CbIBOPOTKE KPOBM Na-
LIMEHTKY, COOTBETCTBEHHO, OKA3a/Csi CHUXEHHbIM. Hanuume
HOpManbHOro NnoKasaTens 06LLeli ene30CBA3bIBAIOLLEN Cro-
COBHOCTM CBMAETENLCTBOBANO 06 OTCYTCTBAM abCoOMTHOrO
UCTUHHOTO xenesopeduunta. [ceBpoxenesoneduumtHoe
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COCTOSHME MOXKET MPUBOAUTb B AanbHeweM B NOLOOHbIX
CIyyasx K pasBUTUI0 MUKPOLIMTO3a 1 MAMOXPOMUM 3pUTPOpPLIM-
T0B. HasHaueHHas 6e3 [JomKHbIX OCHOBaHMIA GeppoTepanus
He 4aeT NONoXKMUTENbHBIX pe3ynbTaToB. B HaweM HabnopeHumn
cupeporeHus bbina afieKBaTHO OLIEHEHa, M He paccMaTpuBa-
N1ach KaK 3TMONOrMyeckuin GakTop aHeMuu.

3AKJI4EHUE

lpencTaBneHHbI AMArHOCTUHECKUI Ciyyal HarnsigHo
MOATBEPXKAAET HE0OX0AMMOCTb MHAMBUAYANbHOMO MYNbTU-
AMCLMNAMHAPHOMO N0AX04a K AMarHOCTUKE aHeMUYECKMX
COCTOSIHUN, [EMOHCTPUPYET MPUHLMN KONErNanbHOCTM
1 NPeeMCTBEHHOCTMU B LeATENBLHOCTM CMELUanmMCcToB pasHoro
npodunsa He3aBUCUMO OT TOro, K KaKoMy crieLyanmcTy bbiio
BbIMOJIHEHO NepBMYHOE 0bpaLLieHue.
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W MOArOTOBKY CTaTbi, NMPOYNM M OA0BpUIM QUHANBHY0 BEpCUio
nepes nybnukaumei.

KoHdnukT uHTepecoB. ABTOpbI [eKNapupylT OTCYTCTBUE
ABHbIX M NOTEHUMANbHBIX KOHGJIMKTOB MHTEPECOB, CBSA3aHHbIX
C nybnMKaLmeli HacTosLLel CTaTby.

WUcTouHuk mHaHCcUpoBaHuA. ABTOpbI 3asiBNISIIOT 00 OTCYTCTBUM
BHELUHero GWHaHCMPOBaHWUA NPy NPOBEeLEHUN UCCNeA0BaHMS.

WHdopmupoBaHHoe cornacue Ha ny6nukauuio. He Tpebyetcs.
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Mapanuy 3p6a npu pogosou TpaBMe
(HpoeKT KJIMHUYECKUX pEKOMEHAaI.I,Mﬁ)
[.0. UsaHos, A.b. Manbumk, M.H0. DoMuHa, A.E. MoHaTuwmH, A.B. MUHUH

CaHkT-lTeTepbyprckuin rocyAapCTBEHHbIN NeAuaTpUYecKUn MeaULIMHCKMIA yHuBepcuTeT, CaHkT-Tetepbypr, Poccus;

AHHOTALNA

B cTaTbe npencTaBneH NpoeKT KIMHUYECKMUX PEKOMEHAALMIA N0 AMArHOCTUKe U NiedeHmio napanuya 3pba npy poaoBom TpaBMe.
[laHHble pekoMeHAaUMW NpeaHasHayeHbl As Bpadelt poAoBCrOMOraTesbHbIX YYPeXAeHuUiA U HanpaeneHbl Ha obecneyeHue
MH(OPMaLMOHHOM NOLAEPIKKM NPUHATUS BPAYOM peLLeHUiA B Cly4ae pof0BOM TPaBMbl, a TaKXKE MOBbILLEHWE Ka4yecTBa OKa-
3aHWA MeOULMHCKOW NOMoLM NaumeHTy. PekoMeHZaLUMM cOOTBETCTBYHOT NOCNEAHUM Hay4YHbIM [aHHBIM M0 TEME, a TaKKe
COAEepKaT MHbOpMaLWI, KOTOpPas HOCUT NPUKNaAHOM XapaKTep 1A NMPAKTUYECKON LeAaTenbHOCTW. HacToswwme npakTyeckue
peKoMeHaLMV NpefnaraioTcs K 06cy)KaeHuo 00LLeCTBEHHOCTM M B NOSIHOM BUAE pasMeLLeHbl Ha canTe MuHaapasa Poccu.
B pekoMeHpaumax conepxutcs MHGOpPMaLMOHHas crpaBKka 0 napanuye 3pba npu poAoBoii TpaBMe, BIOYAKOLLas B cebs
onpeenieHne, 3TMONOTMIO U NaToreHe3 3aboneBaHus. [pefcTaBneHbl TpU BapMaHTa KilaccuuKaLmm pofoBoOro TpaBMaTth-
YECKOro MOPaKEHWs! MeYeBOro Cr/IETEHUS: MO PacrpOCTPAHEHHOCTH, MO TSXKECTU MOBPEMAEHUS HEPBOB U MO BbIpaXKeH-
HoCTU nape3a. MofpobHO paccMOTpeHa KIMHUYECKas KapTuHa 3aboneBaHus. [ns AuarHocTuky 3aboneBaHus npegnaraetcs
anroputM CI)I/IBVIKaﬂbHOFO OGCHE,U,OBaHVIFI M NPUMEHEHNEe NHCTPYMEHTalIbHbIX MeT040B UCCnenoBaHnA: MarHUTHO-pe30HaHC-
Ho ToMorpadum, ynbTpasByKoBoe, peHTreHorpaduyeckoe U anekTpomuorpaduyeckoe uccnefoBaHus. [laHbl pekoMeHaa-
UMM MO KOHCEpBAaTUBHOMY JIEYEHWUIO NATONOTMM W MPUMEHEHWID (U3MOTEpaneBTUYECKUX U peabunnUTaLMOHHbIX METOAMK.
MpeanoxeH anroput™ AenCTBMIA Bpaya U MHPOPMaLMOHHas cnpaBKa o 3aboneBaHuM Ans MHOPMUPOBaHUA poauTeNeli na-
uMeHTa. PeKOMeHLaLUMM NpUBOASATCA C Y4ETOM YpPOBHS YOEAUTENbHOCTU PEKOMEHAALMIA W YPOBHS AOCTOBEPHOCTW [0Ka3a-
TENbCTB.

KnioueBbie cnoBa: HOBOPOX[EHHbIe; pOA0BadA TpaBMa; napanamy 3p63; TpaBMatun4yecKoe nopaeHue njevyesoro crjeTeHns;
OUarHoCTuKa; ie4eHue; npaKTUyeCcKne peKkoMeHaaunu; KInHnyecKne peKkoMeHpaunu.

Kak uutnpoBatb
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Pykonucb nonyyeHa: 27.06.2024 Pykonucb ogobpena: 17.07.2024 Ony6nukoBaHa online: 30.08.2024
V-2
3KO®BEKTOP Bee MPpaBa 3allyLLeHbl

© 3ro-BexTop, 2024



12

DRAFT CLINICAL RECOMMENDATIONS Vol. 15(4) 2024 Pediatrician (St. Petersburg)

DOI: https://doi.org/10.17816/PED154111-124

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 Petersburg State Pediatric Medical University, Saint Petershurg, 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 KIMHNYECKIX PEKOMEH QAL

1. KPATKASl UHOOPMALIUA NO
3ABOJIEBAHMIO MU COCTOSIHMIO
(FPYNMbl 3ABOJIEBAHUIA N
COCTOSIHUMK)

1.1. Onpepenenne 3aboneBaHUs WMAM COCTOSAHMUA
(rpynnbl 3a6oneBaHuWii MK COCTOSHUM)

PonoBas TpaBMa — 3T0 NOBpEX[EHWE OpraHoB BCMeA-
CTBME MEXAHWYECKMX NPUYMH BO Bpems pogos [1, 2].

MopaeHue NieyYeBOro CriETeHUs 03HaYaeT cnabocTb
WM MOSHBINA Napanny MbILLLL MIEYEBOO CMETEHUSA, TO ECTb
MbILUL, MHHEPBUPYEMBIX HEPBHBLIMM KOpELIKaMu LIeNHOro
YTOALLEHMS CMHHOrO Mo3ra (C5—C8) u KopelukoM rpyaHoro
oTAena cnuHHoro Mo3ra (Th1).

Mapanuny 3pba (3pba—[rowweHHa, M3) 3akntoyaeTca B cna-
bocTn oTBeAeHWs (OEeNbTOBMAHOW MbILLLbl, YPOBEHb CEr-
MEHTapHOM MHHepBauun — C5) 1 HapyxHon potauum (C5),
CrMbaHus B JIOKTEBOM CycTaBe (4ByrnaBas MbllULa nieuya,
nneyenyyesas Mbiwua, C5, C6) u cynuHaumm (buuenc, cy-
nuHatop, C5, C6), a TakKe HENonHoi cTeneHn pasrubanus
3anAcTba M NanbLeB (pasrubateny 3anacTba U AJMHHbBIX pas-
rubateneit nanbues C6, C7) [2].

1.2. 3tmonorua u nartoreHes 3aboneBaHus UM
cocTosiHuA (rpynnbl 3a6oneBaHnit MM COCTOSHUIA)

PonoByto TpaBMy B LIeSIOM pas3fenifilT Ha CMOHTaHHY,
BO3HMKAIOLLYH NPY 00bIYHO NPOTEKAKLLMX POLAX, U aKyLLep-
CKY'0, BbI3BaHHY0 MEXaHUYEeCKUMU LEeNCTBUAMM aKyLlepa
(wmnubl, Tpakummn, nocobus u ap.) [1].

PonoBas TpaBMa nneyesoro cnnetenus (PTIC) BosHuKa-
eT B pe3ysibTaTe PacTsKEHNUS NNEYEBOr0 CMIETEHMS, KopeLl-
KM KOTOPOrO BXOAAT B LUEMHbIV OTAEN CMIMHHOMO MO3ra Unm
UCX0AAT M3 Hero. boKoBas TpaKuMs, NpUBOASALLAA K 3TOMY
NOPaKEHNIO, MOXET ObITb 3HAOTEeHHOI BCNefcTBUe OMoMe-
XaHWKU COKPALLEHUS MaTKM (4pe3MepHO CUNbHOE M3rHaHWe)
WM 3K30TeHHOM (0COBEHHOCTM NMPOXOXKAEHME FOIOBKM NJ0La
Yepes poAoBble MyTH), MPU 3TOM OTMEYaoT BOsbLUMIA BKNAA
B TPaBMy 3HAOTeHHbIX (aKTopoB [3].

Mpn 3TOM TpaKuUMA 3aTparvBaeT MAeyo Npu pPoXAEHUM
FOSIOBKM MPU Ta30BOM NpejsiexaHuu NoAa U rofoBKy npu
NOSIBSIEHNM MJ1eYa NpY FONIOBHOM NpeasiexaHum.

BepxHue KOpeLlKW nneyeBoro nopBepxeHbl 60nbweMy
NOpPaXXeHWto, OLHAKO MPU BbIPAXKEHHOW TPaKUMM CTpajaloT
BCE KOPELLKM 1 BO3MOXKEH NOJHbIN (TOTanbHbIN) napanuy.

OTHOCUTENBHO pefKo BCTpeYaeTcs BHYTpUYTPobHOe pas-
BUTME NOBPEXAEHUS NEYEBOro CMETEHWUS BCIEACTBME aHO-
Manuii NoNoXKeHWSA NI0AA UM CTPOEHUS MaTK, BPOXAEHHbIX
MOPOKOB LUEIHbIX NO3BOHKOB, BPOXAEHHbIX OMyXONeih unm
HEM3BECTHbIX BHYTPUYTPOOHLIX akTopos [4—13].

MpeacTaBneHHbIe BbiLLe MexaHU3Mbl BTOPUYHbI M0 OTHOLLIE-
HUIO K aKylLepckuM (akTopaM M KpyrHbIM pasMmepaM nioaa.

K akywepckum daKTopaM OTHOCAT KaK NonoXeHue nio-
43, 61oMexaHuKy, TaK U Lpyrue 0coOeHHOCTM npoLecca po-
pos [12-191.
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AHoManbHble BHYTPUYTPOOHbIE NMpefiexaHns 0TMEYeHb
B 56 % poxaeHus [eTeli C TpaBMaMu NIEYEBOTO CMIETEHNS:
(14 % — dArognyHble, 42 % — 3aTblfIOYHbIE: 3aJHWA U MO-
nepeyHblii BUAbI). [py 3TOM 3acTpeBaHue (auUcToums) niede-
BOr0 CycTaBa 0TMeyeHo B 51 % pofoB B 3aTbiIOYHOM Npej-
nexanun n 30 % — aroguynom [17, 20-24].

Mapanuy nieyeBoro crieTeHms B 45 pas yalle oTMeyaeTcs
y [eTeli ¢ Maccoii Tena npu poxaeHnn bonee 4500 r no cpas-
HEHMIO C HOBOPOXAEHHbIMM C Maccoi Tenla MeHee 3500 r [25].

Cpean dakTopoB pucka popmupoBanusa PTIIC Bbigens-
10T BHYTPUYTPOOHYIO TMMOKCUIO C fenpeccueli nnoaa B 44 %
C/y4aeB U OLEHKY Mo LWKane Anrap Ha 1-ii MUHyTE MeHee
4 6annos B 39 % [20].

MynbTULEHTPOBbIE MCCeLOBAHUA NOKa3bIBAIOT, UTO BaK-
TOPOM, NpensTcTBytoLLMM pa3suTuio PTIIC, aBnsetca kecape-
BO ceyeHue [26].

1.3. 3nupemuonorus 3aboneBaHua MU COCTOSAHUA
(rpynnbl 3a6oneBaHui UNKU COCTOSHUM)

PTMC Bctpevaetcs ¢ yactoton ot 0,5 go 4,0 Ha 1000
YKMBOPOXAEHHbIX [7, 27-29].

KomMmeHTapui. [okasatenu 3abonesaeMoctu [13 Bo
MHOrOM 3aBUCAT OT KpUTEPMEB NOCTaHOBKMW AuarHosa. B co-
OTBETCTBUM C PABOM MOPQOSIOrUYECKUX W KIIMHUYECKUX KpU-
TepvieB [30] nposiBNEHMS TpaBMaTUYECKOr0 MIEYEBOr0 MeK-
CUTa OTHECEHBI K POZI0BOJ TPaBMe LLIEHHOT0 0T/ieNa CrIMHHOIO
MO3ra, 0[JHaK0 UHTEPNPETALMA ITUX KaK MOP(ONOrNYeCKUX,
TaK M KIMHWUYECKUX MPU3HAKOB B KayecTBe MaHUdecTaLmmu
CMMHaNLHOW TpaBMbI ocnapuBaeTcs [2].

1.4. OcobeHHOCTM KoaupoBaHuA 3aboneBaHus Unu

COCTOSIHUA (rpynnbl 3abonieBaHUN WA COCTOSHUM)

no MexxayHapogHOM CTaTUCTMYECKOW Knaccuduka-

umu bonesHew U npobneM, CBA3aHHbIX CO 3[,0POBLEM
P14.0 — MNapanuy 3pba npum pofoBoii TpaBMe.

1.5. Knaccudmkauma 3aboneBaHus unm coctosiHuS
(rpynnbi 3a6oneBaHuiA KU COCTOAHMIA)

PonoBoe TpaBMaTUyecKoe mopaxKeHue MyeyeBoro cre-
TeHUs KlaccMbULMpYIOT Mo pacnpoCTpaHeHHOCTU: Mopae-
HWe BepxHUX oTaenoB nnedesoro cnnetedus (C5-C7: napes
Jpba—[iowweHHa); HuxHKX otaenos (C8-Th1: napes Kniomn-
Ke—[lexxepuHa), ToTanbHOE MOPaXeHUe NIEYEBOro CrneTe-
Husa (C5-Th1: nape3 Kepepa) [1, 2, 30].

Mo TeYeHMI0 BbILENAOT OCTPLIN Nepuog, (no 3 Hep,), paH-
HWW BOCCTaHOBMTESbHBLIA NOAOCTPLIM (0T 3 Hep. Ao 3 Mec.),
Mo3aHWIA BocCTaHOBUTENbHbIN (Bonee 3 mec.) [31, 32].

Mo TAXECTM NOBpeXAeHUS HepBOB cneTeHus audde-
PEHLMPYIOT 5 CTeneHeik:

| (HeliponpaKcus) — Qu3nooruyeckoe nepeceyeHue,
HeT BaJINEPOBCKON AereHepaumm, basanbHas MeMbpaHa UH-
TaKTHa. TpaHCMOPT No aKCOHaM HapyLUeH;

Il (QKCOHOTME3MC) — NOBPEKAEHNE aKCOHOB C COXpaHeH-
HbIMW NOAJEPIKMBAIOLLMMM CTPYKTYpaMm (BKITHOYas 3HLOHEB-
pui). HabntopaeTcsa BannepoBcKas aereHepaums;
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Il cTeneHb — noBpeXAeHUe 3HA0HEBPUS, HO 3MMHEBPUN
U NEPUHEBPUN COXPAHEHI;

IV cTeneHb — nepepbiB BCeX HEPBHbIX U NOAAEPHKMBaL0-
LLMX CTPYKTYP. 3NUHEBPMIA coXpaHeH. HepB 0BbIYHO BbIrNAAUT
OTEYHBIM U YBEJIMYEHHbIM;

V cTeneHb — MosHoe nepeceyeHne Hepea UM e3opra-
HM3auus ero pybLoBO TKaHbIO.

Mo cTenenu TsxKecTH Napesa, BbI3BaHHOMO POAOBOM TPaB-
MO MJIeYeBOro CN/IETEHMS, BbILENSAIOT:

+  nerkuit (MbiweyHas cuna no LLkane Bputanckoro meau-

LIMHCKOro coBeTa 4 banna),

+ yMepeHHbI (MbieyHas cuna no Lkane BputaHckoro

MeMLMHCKoro coBeTa 3 6anna),

*  BblpaXKeHHbIN (MbllweyHas cuna no Lkane Bputatckoro

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

1.6. KnuHuyeckas KapTMHa 3aboneBaHus unu
cocTosiHuA (rpynnbl 3a6oneBaHnit MM COCTOSHUIA)

Y HoBopoaeHHbIX feTedi ¢ PTIC B 90 % cnydaes BoBne-
YeH NPOKCMMANIbHBIN OTAEN BEPXHEN KOHEYHOCTH, YTO COOT-
BETCTBYET NOHATUIO «napanuya Ipba» unm «pacnpocTpaHeH-
Horo» M3 (c pa3BuTMeM cnabocTu pasrubateneii 3ansacTbs)
[7, 15, 20, 29, 34-37].

Okono 10 % cnyyaeB cocTaBnsieT TOTasbHbIA Napanny,
M30/IMPOBaHHBIN AUCTanbHbIA Nape3 KnioMnke, onucaHHbIi
MpU NeYeBbIX MAEKCUTaX Y B3POCTbIX, Y HOBOPOXAEHHbIX
(akTyeckmn He Bctpeyaetcs [2]. OnucaH 1 cnyyait u3 57 Ho-
BOPOX/EHHbIX C TPAaBMOI MNIEYEBOr0 CMIETEHUS U30AMPO-
BaHHOr0 AuUCTanbHOro napanuya [38].

Hanbonee TMnMuHbIM ABNSETCA MOpajKeHWe KOPELLKOB
C5-Cé (bonee 50 % cnyyaes), pexke BOBJIEKAETCA CErMeHT
C7 15, 391.

Mpu TOTanbHOM MOBpPEXJEHUM MIEYEBOro Cr/IETEHUS
Y4acTBYHT KOPELUKU, Ucxoasiume u3 cermentoB C8-Th1.

Mpn «pacnpocTpaHeHHOM» MOBPEXAEHUM HapyLUeHa
GyHKUMA auadparmel (5 % cnyyaes), NOCKOMbKY ee UHHep-
BaLws npoucxoaut u3 cermenTos C3—C5 (B ocHoBHOM C4).

Mpu nopaxeHum kopeLwka Th1 Bo3amMoXHO hopMUpoBaHme
cuHapoMa bepHapa-TopHepa (CBI) (nT03, MKo3, sHodTaNbM,
HapyLLeH1e 0bpa3oBaHMs MUrMeHTa pajyKKK Ha CTOPOHE No-
pakenus) [40].

Knuunueckve nposenenns PTIIC 3akniovatotca B Ha-
pyLeHUM GYHKUMM MbllL, rnybokux pedieKcoB M psAna
pedneKCcoB HOBOPOXKIEHHBIX, @ TaKXKe PacCTpOWCTB uyB-
CTBUTENBHOCTM M BEreTaTUBHON MHHEpBaLWK. [IBUraTeNbHbIe
paccTpoicTBa npeobnafaloT Haf YyBCTBUTENbHBIMM (B CBS3M
C MepeKpbITUEM DYHKLMW CEHCOpHbIX AepMaToMoB). B 5 %
C/ly4aeB OTMeYaloT [ABYXCTOPOHHee nopaxeHue [5, 15, 16,
36, 40, 41].

Mpm M3 passuBaeTcsa cnabocTb 0TBEAEHMS U HAPYIKHOM
poTaumu nneya, crubaHus U cynuHaLMy B NIOKTEBOM CyCTa-
BE, MEHSIOLLMECA MO UHTEHCUBHOCTW pasrmbaHus 3anscTbs
¥ NanbLes, MPU COXPaHEHUN OTBELLEHUS U BHYTPEHHEN poTa-
LW, pasrmbaHusa 1 NpoHaLMK JIOKTEBOrO CycTaBa, CrubaHue
3anAcTbA M NanbLeB (no3a «4aesble 0QULMaHTa»). CHIKeH
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AN OTCYTCTBYIOT BuumMnUTanbHbI pednekc, | hasa pednekca
Mopo, coxpaHeH BepxHuii xBaTaTesNibHbI pednekc. CHuKeHa
bonesas yyBcTBUTENLHOCTL [2]. Peako (B 3 cnyyasx u3 55)
0TMeYeH napanuy auadparmsl [20].

Mpu TotanbHoi PTIC napanuy pacnpocTpaHseTca U Ha
BHYTPEHHME MbILLULbI KUCTU (M3-33 BOBNEYEHUs KOPELUKOB
cermeHToB C8, Th1). B Takux cnydasx OTCYTCTBYeT XBaTa-
TENbHbIA pedneKc, oTMevalTca bonee BbipaXKeHHble YyB-
CTBUTENbHbIE HapYLUEHUs BCeACTBME MOTEpPU NepeKpbITUs
CEHCOPHOMN MHHEepBaLmm

CBI' Bctpeyaetcs npuMepHo y 30 % HOBOPOXAEHHBIX
C TOTa/bHbIM MopaxkeHueM nneyeBoro cnnetexus [15, 20,
34-36].

C PTNC y HOBOPOX[EHHOrO accoLMMpOBaHbI Lpyrue
TpaBMaTU4eCKMe NoBpexAeHMs: nepenoMbl Kiounubl (10 %),
nepenoM nneyesoi KocTu (10 %), noaBbiBux nneya (5-10 %),
MOABbLIBMX LLEAHOro OTAeNa Mo3BOoHOYHMKA (5 %), LweliHas
TpaBMa cnuHHoro Mo3ra (<5 %) u napanuy nMueBoro Hepea
(10 %) [15, 22, 35, 38, 42, 43].

2. IUATHOCTUKA 3ABOJIEBAHUS UK
COCTOSIHMSA (TPYNMbl 3ABOJIEBAHUI
WX COCTOSAHUW), MEOULIMHCKUE
NOKA3AHUS U NMPOTUBONOKA3AHUSA
K NPUMEHEHWIO METO/10B
NUATHOCTUKM

2.1. ¥ano6bbl u aHaMHe3

+ PekoMeHpayeTcs U3yunTb aHaMHe3 MaTepu, TedeHme bepe-
MEHHOCTU 1 POJ0B AMHAMMUKY COCTOSIHUA HOBOPOXKAEHHOM0
pebeHKa C Lenblo BbISBEHUS 3HA0- W 3K30TeHHbIX (aK-
TOpoB pyucKa pa3sutusa PTIC y HoBopoxaeHHoro [12-19].
YpoBeHb ybeauTenbHOCTM pekoMeHpaumii C (ypoBeHb

[L0CTOBEPHOCTU [0Ka3aTeNbCTB — 4).

KommMeHTapuit. cM. pasgen 1.2.

« PekoMeHayeTcs onucaTb XxapakTep W AMHaMUKY COCTOS-
HUS MNajieHLa Co C/I0B MaTepu 1 0bCNyXKuBaloLLero nep-
COHara C MOMEHTa POXeHNs pebeHKa C Lenbio onpege-
neHus TeyeHus 3abonesanus [1, 2, 30] (cm. pasgen 1.2).

YpoBeHb ybepuTenbHocTM pekoMenpaumii C (ypoBeHb
[L0CTOBEPHOCTU [,0Ka3aTeNbcTB — 5).

KommeHTapuit. cM. pasgen 1.2.
2.2. dusukanbHoe obcnepoBaHue

« PekoMeHpyeTcs npoBegeHue BW3yanbHOro 0CMOTPA
TepaneBTUYECKOro HOBOPOXAEHHOTO pebeHKa C Lenbio
BblsiBneHnsa PTIIC u onpepenenns fanbHeMwwen TaKTUKK
BeaeHus 1 Tepanum [1, 2, 30].

YpoBeHb ybeputenbHocTM pekoMenpaumii C (ypoBeHb

[L0CTOBEPHOCTY [,0Ka3aTeNnbcTB — 5).
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KomMeHTapmidi. BusyanbHblii 0CMOTp TepaneBTUYECKUM
HOBOPOXJEHHOMO C TPAaBMAaTUYECKUM MJIEYEBbIM MEKCUTOM
BKJTOUAET B cebs:
 OMnpefeneHne YpoBHA CO3HaHWUA (HOpManbHOe, CTynop,

KoMa);

* onpefenieHu e peakummn Ha ocMoTp (HopMarbHas, Bo30y-
LEHVe, YTHeTeHue);

+  0CMOTp Yepena (Hanuume 3KCTpaKpaHUanbHbIX reMaToMm,
MOBPEXAEHMIA LENOCTHOCTU KOXW, KPOBOMOATEKOB, CO-
CTOSIHWE LUBOB M POJHUYKOB);

*  OLEHKY COCTOSHWS HEPBHOM CUCTEMBI: COHTaHHAs aKTUB-
HOCTb, aKTMBHBIN (M03a) 1 NAaCCUBHBINA MBILLEYHBINA TOHYC,
rnybokve pedneKchl, pedieKcbl HOBOPOXAEHHBIX, LUEH-
HO-TOHMYECKME U NTabUPUHTHbIE pedrieKchbl, BereTaTuB-
HbIi CTaTyC, KpaHUanbHYyl0 WHHEPBALMIO, Hanmuume Wi
OTCYTCTBWE TpeMopa v cyaopor (ocoboe BHMMaHMe Heob-
XOAMMO YAEeNUTb NOABUKHOCTH, COCTOSHUK MBILLEYHOMO
TOHyca [44, 45] n pedneKTOpHOM [eATeNbHOCTU CO CTOPO-
Hbl OT/A,EN0B NyeyeBoro nosca u wewn) (tadn. 1);

*  OLEHKy boseBoii YyBCTBUTENBHOCTM U 60NEBOrO CMHApO-
Ma, ocobeHHo B nieyeBoM nosice (Tabn. 2);

+  0CMOTP KOXM W BUOUMBIX CIM3UCTBIX 060/104EK C OLeH-
KO cTeneHn ux BnefHOCTW, HalMUMs CTENEHN KENTYXH,
CTeneHW ruapatauum, BbISBIEHUE KOXHbIX BbIChINaHWN,
remMoppar1yeckvx MpOoSBNEHMIA, HapyLLIEHUe MUKPOLMP-
Kynsauum;

+  MEPKYCCMIO M ayCKYNbTaLMi0 IETKUX U cepaua, uccneno-
BaHWe NynbCa;

+  Manbnauuio XK1BOTa;

+  0CMOTP HapyXHbIX MOJIOBbIX OPraHoB;

*  BblSIBNIEHWE BUAMMbIX MOPOKOB PasBUTUSA, CTUIM AW33M-
bpvorHesa.

2.3. JlabopatopHble AUarHocTMYeCKue UccefoBaHus
He npumMeHumo.
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2.4. UHcTpyMeHTanbHble AUArHOCTMHECKME UCCNeso-

BaHUA

+ HosopoxpaeHHoMy pebeHky ¢ PTIC pekoMeHgyeTcs npo-
BeJleHWe MarHUTHo-pe3oHaHcHo! ToMorpadmm (MPT) wew
W BEpXHel KOHEeYHOCTH (N1eYeBOro nosica) C LieNbio BbisiB-
NeHnst NCeBA,0MEHMHIoLeNe BCIeCTBME YaCTUYHOMO UK
MOJIHOrO pa3spbiBa UMM OTPbIBa KOpeLwKoB [35, 48-56].
YpoBeHb ybepuTenbHOCTM pekoMeHpaumii C (ypoBeHb

[LOCTOBEPHOCTY [0Ka3aTeNbCTB — 4).

KoMMeHTapuit. [poBeneHne MPT 3aBUCMT OT BO3MOX-
HOCTel MeaMUMHCKON opraHuzaumuu (MO).

+ HosopoxpaeHHoMy pebeHky ¢ PTIC pekoMeHgyeTcs npo-
BeZleHMe YNbTPasBYKOBOTO WUCCIE0BaHUA IEMKUX C Le-
JIbl0 BbISIBJIEHWS BBICOKOr0 pasMelLeHus auadparMbl Ha
CTOpPOHE MopaKeHusi M heHoMeHa «Kauyenen» npu Ao-
MOJIHUTENTEHOM MopaXeHun auadparManbHoro Hepea [2].
YpoBeHb ybeamuTenbHOCTM pekoMeHpaumii C (ypoBeHb

[OCTOBEPHOCTU [0Ka3aTeNbcTB — 5).

KoMMeHTapuit. lpoBeaeHue yNbTpasByKoBOro UCCelo-
BaHMA JIErKUX 3aBUCUT 0T Bo3MoxHocTen MO.

+ HoBopoxpaeHHoMmy pebenky c¢ PTIC pekoMeHayeTcs
npoBefieHne anekTpommorpadum (IMI) HakoxHoi nocne
2 Hep,. XW3HM C LeNbl0 BbISBNEHUS [eHepBaLyu B BULE
dubpunnauwi [15, 34-37, 56].
YpoBeHb ybeamuTenbHOCTM pekoMeHpaumii C (ypoBeHb
AO0CTOBEPHOCTW [0Ka3aTenbCcTB — 4).

KomMeHTapwmiA. [lpoBefieHne aneKTpoMuorpadum Hakox-
HOM 3aBUCUT OT BO3MOXHOCTel MO.

« HoBopoxaeHHoMy pebeHKy ¢ pof0Boii TpaBMoi MeyeBo-
ro CNeTeHUs peKOMeHYeTCs NpoBeAeHUe PEHTreHorpa-
dum LWeitHoro 0TAENa NO3BOHOYHMKA, KIIOYMLL, NyeYeBoi
KOCTM, TOJIOBKM MJIeYeBOM KOCTW U MJeyeBoro cycTasa

Ta6nuua 1. LUkana oueHKM ypoBHell [LOCTOBEPHOCTYU [J0Ka3aTeNbCTB A1 METO0B AMArHOCTUKM (AMAarHOCTUYECKMX BMeLLaTe bCTB)

Table 1. Medical Research Council sum score (MRCss)

Bannbl / Scores

MNokasatenu/ Parameters

0 CokpatueHus otcytcTaytoT / Complete paralysis

—_

Hamek Ha cokpatuenus / Minimal contraction

2 AKTUBHbIE ABVXEHWS MPU yCTpaHeHWM cunbl TskecTH / Active movement with gravity eliminated
3 AxtuBHble ABMKeHWs npoTuB cunbl TxkecTn / Weak contraction against gravity

4 AxtuBHble ABMxeHus ¢ conpoTuBnenneM / Weak contraction against gravity and resistance

b— * He3HauuTesbHOe conpoTtuenenme / mild resistance

4 * yMepeHHoe conpoTtueniere / moderate resistance

b+ * 3HauMTesIbHOE COMPOTUBNIEHME / severe resistance

5 HopmanbHas cuna / normal strength

[pumeyanue. TokasaTenb MbieyHoi cunbl B 0 6anios o3HadaeT nnerno; 1-2 6anna — BbIpaXeHHbI Napes; 3 6anna — yMepeHHbIN

napes; 4 6anna — nerxkui napes.

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

paresis

D0I: https://doi.org/10.17816/PED154111-124
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Tabnumua 2. LLIKana oLeHKM ypoBHel LOCTOBEPHOCTU A0KA3aTeNbCTB A METOLL0B ANArHOCTUKM (AMarHOCTUYECKUX BMeLLaTenbCTB) [46, 47]
Table 2. DAN (Douleur Aigue du Nouveau-ne (Acute Newborn Pain)) [46, 47]

MoKasartenb / Parameter

| Xapakrepuctuka / Evaluation

Bannel / Scores

Bbipaenue nmua /
Facial expression

CnokoiiHoe / Quiet

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

lpuMaca nnaya*: yMepeHHas, anusoauyeckas /
With a grimace of crying*: moderate, episodic

lpumaca nnava: ymepenHas / Crying grimace: moderate
lpuMaca npakTuyecku noctosHHas / Grimace is almost constant

0
1

N

[IBUeHua KoHeuHocTel /
Limb movements

CnokoliHble, nnaBHble ABuxenus / Calm or gentle movements
3nusopnyecku becnokoncTBo**, yenokansaetcs / Occasionally anxiety**
YmepeHHoe becriokoicTeo / Moderate anxiety

BbipaxeHHoe, noctosHHoe becnokoiicTeo / Expressed, constant anxiety

Mnay (HemHTYBUpOBaHHbIE) /
Crying (unintubated)

He nnayet / Does not cry

Mepuopuyeckue ctombl / Periodic moans

Mepvopuyeckuit nnay / Periodic crying

[nvtenbHbif nnay, «3asbiBaHusy» / Prolonged crying, “howls”

3KBMBaneHTb Nnaya (MHTy6MUpoBaH-
Hble) / Crying equivalents (intubated)

He nnayet / Does not cry
BecnokoiiHbii B3rnag / Restless gaze

HecTukynaumm, xapakTepHble 415 NePUOANYECKOro niava /
Gestures characteristic of periodic crying

)KeCTMKYJ'IﬂLI,MVI, XapaKTepHble 4714 NOCTOAHHOro njaya /

_ 0|lLWw N = Ol N —m Ol w

Gestures characteristic of constant crying

3

[pumeyanue: Kax bl nokasatens oueHusaetcs ot 0 o 4 6annos, npy 3ToM BbICUUTLIBAIOT CyMMy 6annoB no BceM 4 nokasatensam: 0 — oTeyT-
cteue 6o, 1013 — BbipaxkeHHas 601b. *IpuMaca nnaya — 3aXXMypuBaHUe a3, HacynniMBaHWe DpoBeNA, HanpsiKeHWe HOCOryOHOM CKMALKU;
**BecrnoKoNCcTBO — MeflaMpoBaHme, BbITATMBaHWE U HANPSHKEHWE HOT, NaslbLEB, XaoTUuHbIE [BIKEHWUS PYK, PacTonbipuBaHue NanbLes.
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.

3. IEHEHUE, BKJTIOYAA
MEAWKAMEHTO3HYHO
W HEMEOUKAMEHTO3HYIO TEPANUN,

C LENbH UCKIIYEHMS accoLMMPOBaHHbLIX C NeYeBbIM
MMEKCUTOM KOCTHbIX M3MeHeHui [1, 2, 55].
YpoBeHb ybeputenbHocTM pekoMeHpauuii C (ypoBeHb

[OCTOBEPHOCTU [L0Ka3aTeNbCTB — 4).

2.5. UHble amuarHoctuyeckue uccnesoBaHus

HosopoxaeHHoMy ¢ PTIIC pekoMeHayeTcs KOHCYNbTaums
Bpaya — [ETCKOro Xvpypra Wiv Bpada — TpaBMartosiora-
opToneAa npu Hanuuuyu COMyTCTBYHOLLMX BbIBUXOB W/UnK
NepesioMoB KIKUMLbI U/ UMM MFIeYa C LIEMbo NOATBEPHAEHNS
[JMarHo3a 1 HasHaueHus aieKBaTHoro Nieverus [16, 55-64].
YpoBeHb ybepuTenbHocTM pekoMeHpauuii C (ypoBeHb

[0CTOBEPHOCTU [,0Ka3aTesibCTB — 4).

KomMeHTapuit. cM. pasgen 1.6.

HosoposkaeHHoMy pebeHky ¢ PTIIC pekoMeHAYyeTCS KOH-
CynbTaums Bpaya-HeMpoXvpypra npu Haamumm ConyTCTBy-
IOLLMX BbIBUXOB, MO/BLIBUXOB W/MUIK NepesioMa LUeiHbIX
MO3BOHKOB C LiENbI0 NOLTBEPXKAEHNA AUarHo3a U HasHa-
YeHus afieKBaTHoro neyenus [16, 55].

YpoBeHb ybepuTenbHocTM pekoMeHpauuii C (ypoBeHb

[0CTOBEPHOCTU [,0Ka3aTesibCTB — 4).

KomMeHTapuit. cM. pasgen 1.6.

AWETOTEPAINWIO, OBE3B0JIUBAHUE,
MEOULUWUHCKUE NOKA3AHUA

N NMPOTUBONOKA3AHUA

K NPUMEHEHWIO METO0B JIEYHEHUA

3.1. KoHcepBaTuBHOE NeyeHue

HoBoposxaeHHoMy pebeHky ¢ PTIC pekoMeHAayeTcs paH-
Hee HanoXeHune MMMoOBMIM3aLMOHHOW NOBA3KKM NpU ne-
pesioMe KITouMLbl Ha YPOBHE BEPXHEW YaCTy XUBOTA C Lie-
JIbl0 MPeAOTBPALLEHNS KOHTPAKTYP U Ha YPOBHE 3ansicTbsl
C LieNblo CTabunmsaumm nonoxeHUs KUCTu u pyku [15, 34,
36, 56].

YpoBeHb ybeamTenbHOCTM pekoMeHpaumii C (ypoBeHb

0O0CTOBEPHOCTU A0Ka3aTteslbCTB — 5).

KoMMeHTapuii. IMMobunu3aums Ha ypoBHe 3ansicTbs

NPOBOANTCA HAJTOXKEHNEM LLNH.

D0I: https://doi.org/10.17816/PED154111-124
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3.2. Xupypruueckoe neyeHue
He npumeHumo.

3.3. UHoe neyenune

+ HoBopoxpaeHHoMy pebeHKy ¢ poA0Boi TpaBMOK MeyeBo-
ro CMNIeTEHNS PEKOMEHAYETCS MaccaK BepXHeii KOHeYHo-
CTV MeJMLMHCKWUA C LieNbio MpefioTBPaLLEHNs KOHTPaKTYp
U PasBUTUSA BTOPUYHBIX TPODMHYECKMX HapyLLeHni [58].
YpoBeHb ybeauTenbHOCTU pekoMeHpaumii C (ypoBeHb

L0CTOBEPHOCTU [0Ka3aTeNbCTB — 9).

KommeHTapuit. Cpoku, pnMTenbHOCTb U XapakTep Guamn-
YECKWX BO3LENCTBUM C LieMbH NPeoTBPALLEHNS KOHTPaKTYp
1 pasBUTUS BTOPUYHBIX TPOPUYECKUX HapYLUEHWA NPOTUBO-
peunBbl N0 [aHHLIM Pa3fUYHbIX MCCnefoBaHMM. Maccax
BEPXHEN KOHEYHOCTM 3aKJIOYAETCS B MOTNAXUBAHUM MbILLIL,
nneyeBblX, JIOKTEBbIX, 3aMACTbA W MEJIKUX CyCTaBOB.

4. MEAULNHCKASA PEABUTUTALUA
U CAHATOPHO-KYPOPTHOE
JNEYEHUE, MEAWLUMUHCKUE
MOKA3AHUA U NPOTUBONOKA3AHUA
K NPUMEHEHWIO METO[ 0B
MEJULIMHCKOW PEABUJTUTALIUM,

B TOM YACJIE OCHOBAHHbIX HA
UCNOoJIb30BAHUU NMPUPOAHBIX
JIEYEBHbIX ®AKTOPOB

+ HosopoxpaeHHoMy ¢ PTIC ¢ 7-8-ro [HSA M3HW peKoMeH-
JYTCS MHOMBUAYANbHbIE 3aHATUS NMpu 3aboneBaHuUsX
nepudepuyecKoii HepBHON CUCTEMBI C LIENbIO NpesoTBpa-
LLIEHMs KOHTPAKTYp U Pa3BUTUA BTOPUYHBIX TPODUUYECKUX
HapyweHui [15, 34, 36, 56, 571.

YpoBeHb ybeamuTenbHocTM pekoMeHpauuii C (ypoBeHb

AOCTOBEPHOCTM [10Ka3aTeNnbCcTB — ).

KomMeHTapuit. Cpoku, BAMTENbHOCTL U XapakTep ¢usu-
YeCKWX BO3LEMCTBUN C Liefblo NpefjoTBPaLLeHNs KOHTPaKTyp
1 pasBUTUS BTOPUYHBIX TPODUUYECKWX HapYLUEHW NpOTUBO-
PeumBbl M0 AaHHBIM Pa3fMYHBIX UCCNeL0BaHMN.

WNHavBuoyanbHble 3aHATUA npu 3abonesBaHusx nepude-
puyeckon HepBHon cucteMbl Bcneacteue PTIIC BriovaroT
MSAIrKWE YNpaXHEeHUs| Ha NjeyeBble, JIOKTEBblE, 3anACTbs
U MeJIKMe CycTaBbl C LIeNIbl0 NPeAOoTBPALLEHUS KOHTPaAKTYp
1 Pa3BUTUSA BTOPUYHBIX TPOPUUECKUX HAPYLLEHWUIA.

+ Pebenky ¢ PTIC B BospacTe cTapLue 1 Mec. peKoMeHay-
l0TCA peabunuTaLmMoHHbIe MEPONPUATUS B BUE Maccaxa
BEpPXHei KOHEYHOCTU MeAULIMHCKOTO, Jie4ebHON PU3Kyb-
Typbl, UHAMBUAYANbHbIX 3aHATUIA NpU 3aboneBaHUAX ne-
pudepuyecKoii HepBHOW CUCTEMBI, PU3MOTEPaNW MbiLLL,
MSIeYeBbIX, IOKTEBbIX, 3aNACTbSA U MENKUX CYCTaBOB C Lie-
b0 BOCCTaHOBJIEHUSA YHKLMIA MBILLILL M CYCTaBOB Mieve-
Boro mosca [2, 58].

Tom 15,Ne 4, 2024
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YpoBeHb ybeauTenbHOCTU pekomeHpaumin C (ypoBeHb
[LOCTOBEPHOCTW [0Ka3aTeNbcTB — 5).

5. IPO®UNAKTUKA U AUCNAHCEPHOE
HABJIIOAEHUE, MEAWLWHCKUE
MOKA3AHUA U NPOTUBOMNOKA3AHUA
K NPUMEHEHUIO METO/10B
MPO®UTAKTUKU

+ Pekomengyetca nposesenne npodunaxktuku PTIIC 3a
CYeT NpefoTBPaLLEHUs NlaTepaibHOM TpaKLMK BO BpeMS
pozoB (cM. pasgen 1.2) [3, 24].

YpoBeHb ybeputenbHocTM pekoMenpaumii C (ypoBeHb

[L0CTOBEPHOCTW [0Ka3aTeNbCTB — 9).

« Pebenky c PTINC pekoMenayeTcs AMCMAHCEPHbIN Npu-
eM (0CMOTP, KOHCYNbTaLMs) BpayoOM-HEBPOJIOroM nocine
1-ro MecsiLla 13HU EXXEMECSYHO C LIeSIbi0 CBOEBPEMEH-
HbIX AMarHOCTUKY U JIEYEHUS HEBPONOTUYECKUX NpOsiBNe-
HWIA 1 OCNOXKHEHWUN NMOPAXKEHMS CTINIETEHMS, a TaKKe OLeH-
KM [MHAMMKW BOCCTaHOBNEHMS aKTUBHOM GYHKLMM MbLLIL
BEPXHEN KOHEYHOCTH, PaHHET0 BbISIBNIEHNS (HOPMUPYHOLLMX-
CSl KOHTPAKTYP U, Mp1 HeobX0AMMOCTH, OPTOMEANYECKOTO
neyenus [58].

YpoBeHb ybeauTenbHOCTU pekomeHpaumin C (ypoBeHb

[LOCTOBEPHOCTU [0Ka3aTeNbcTB — 5).

+ Pebenky c PTMNC u c dopMupoBaHUeM KOHTPaKTyp pe-
KOMEHAYEeTCA [MCMaHCEepHbIi npueM (0CMOTp, KOH-
cynbTauus) Bpaya — TpaBMaTonora-opToneaa mnocne
1-ro MecsiLa MU3HW eXeMecsYHo B TeUeHue roga C Le-
JIbl0 OLLEHKW AMHAMMKM PaHHel AMarHOCTUKU KOHTPaKTYp
W, MpX HeobXxoAMMOCTH, OpTONeaMYecKoro fedenns [58].
YpoBeHb ybeauTenbHOCTU pekomeHpaumin C (ypoBeHb

[L0CTOBEPHOCTY [0Ka3aTeNbcTB — 5).

6. OPTAHU3ALIUA OKA3AHUA
MEAULWHCKOM NNOMOLL A

6.1. 06beM U xapaKTep MeAMLIMHCKON NOMOLLM HOBOPOXK-
AeHHbIM ¢ PTTIC cooTBeTCTBYET HOPMATMBHBIM [OKYMEHTaM
OKa3aHMs Me[MLMHCKON MOMOLUM HOBOPOXAEHHBIM ™ U He
TpebyeT AOMONHUTENBHBIX Mep 33 UCKIIOUYEHNEM COCTOSIHUA,
YKa3aHHbIX B pasgene 1.6.

6.2. B 33aBUCUMOCTY OT YPOBHS MEAMLIMHCKOTO YYpexae-
HWS, XapaKTepa M TSKECTW TpaBMbl MJIEYEBOr0 CMaeTeHUS
MOMMMO NOMOLLM, NpeLyCMOTPEHHON B NyHKTe 6.1, Heob-
XOAMMa KOHCYNbTaTMBHas CreuLManu3npoBaHHas MoMOLLb
Bpaya-HeBpoJiora, Bpaya-Hempoxvpypra 1 Bpaya — Tpas-
MaTonora-opTonesia B Co0TBeTCTBUM C [prKa3oM MuH3apaBa
Poccum ot 15.11.2012 N® 921H.

* [puka3 Mun3gpasa Poccum ot 15.11.2012 N® 9211 «06 yTBepx-
neHuv MopsaKa oKasaHus MeULMHCKOM NOMOLLM No Npoduio «HeoHa-
Tonorus» (3apeructpuposaHo B MuHiocte Poccum 25.12.2012 N2 26377).
Pexxum poctyna https://base.garant.ru/70293290/ [ata obpalierus
06.11.2024.
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7. ONOJIHUTE/IbHAA UHDOOPMALINA
(B TOM YACJIE DAKTOPbI,
BIUAIOLLIUE HA UCXO
3AB0JIEBAHUS U COCTOAHUSA)

MporHo3 3aBMCUT OT TAXKECTU U CTEMeHW MOpaXKeHus,
MOLTBEPIKAEHHBIX KJIMHUYECKUMU  HEBPONOTMYECKUMY,
a Takoke MPT- u IMI-uccnepoBanmamu. BeposTtHocTb nos-
HOr0 BOCCTaHOBNEeHMs cocTaBnseT oT 65 no 90 % cnyyaes
[27, 38, 39, 59—-67]. lnuTenbHOCTb BOCCTAHOBNIEHUA 3aHUMA-
et 12-18 mec. [38, 68].

Hanbonee 6naronpuaTHbIM MpOrHOCTUYECKUM (aKTo-
poM fiBfIfieTCA BbICTPOE Hayano BOCCTAHOBMEHWUS B MepBbIe
2—-4 Hep,. xm3Hu [69].

®opmynupoBKa ¥ LMpOBaHWE KITMHUYECKOro AuarHo3a:
- PopoBas TpaBMa nepudepuyecKoii HepBHoM cucTeMbl P14;
« P14.0 Mapanny 3pba npu poaoBoii TpaBme.

8. BAPUAHT NMPEAOCTABNEHUA
WHOOPMALIUK ANA POOUTENEN
MALIUEHTA

MopaxeHne nne4yeBoro CrjeTeHUs 03HayaeT cnabocTb
WA NOJHBIA Napanuy MbILLLL, TO €CTb MbILLILL, MHHEPBUPYEMBIX
HEPBHBLIMM KOPELLKaMM LLIEIHOTO YTOJLLEHUA CMIMHHOIO Mo3ra
U BEPXHUM KOPELLIKOM FpyLHOr0 OTAENa CMUHHOMO MO3ra.

TpaBMa nneyeBoro CnjeTeHUs B pOAax BO3HUKAET B pe-
3ynbTaTe 3acTpeBaHus (AMCTOLMM) NAEYUKOB B pofax M pac-
TAXKEHUS NeYeBOro CrIeTEHMS.

K dakTopaMm, cnocobeTsytowmm passutiio PTIC, oTHocAT
aHOMarbHble BHYTPUYTpOOHbIe MpefJiexaHus, 0cobeHHOCTH
npouecca poaos, Bec nioaa bonee 3500 r.

PasnuyaloT TpaBMaTMYecKoe NopaeHue BEPXHUX OThe-
NoB nnieyeBoro cnneteHus (napes Ipba-[ioweHHa), Bbipa-
HKalOLWMIACA B HapYLIEHUAX DYHKLMIA MBILLL, NJeYa M YacTu
npeanneybs; HAXHUX oTAenoB (napes Kntomnke—LlexepuHa),
NPOSBASIOLLMICSA HapyLleHneM QYHKUMM MBILLL, KUCTH; TO-
TanbHoe NopaxeHue nyeyeBoro cnieteHns (napes Kepepa).

[ins nopaTBEpKAEHNS AMarHo3a B 3aBUCMMOCTU OT hOpMbl,
TAXKECTU U MEXaHU3Ma BO3HUKHOBEHMS NMOPAXEHUS M1eYEBOr0
CMNETEHNUS MOTYT JOMOJSIHUTENBHO NOHAA00OMTLCSA KOHCYMbTa-
LK opTonefia, XMpypra, HeMpoXvpypra, PEHTreHONorMYecKoe
1 MPT-uccnepoBaHue LUEHOrO 0TAeNa NO3BOHOYHMKA, KO-
CTeN N HePBHO-MBILLIEYHOIO KapKaca nieyeBoro nosca. [ocne
2 He[l. }XM3HW BO3MOXHO NPOBECTU M3yyeHue b1oaneKTpuye-
CKOM aKTUBHOCTM MbILLIL, NjiedeBoro nosica (IMI).

Jleuenue PTIIC 3akntoyaeTcs B paHHen MMMobUIM3aLmm
MOBPEXEHHON KOHEYHOCTM Ha YPOBHE BEPXHEN YacTU XMUBO-
Ta, HaNOXEHUM LUMH Ha 3anAcTbe, € 7-8-ro IHA XU3HU peKo-
MEHLLYIOTCS MATKWE YNPaXKHEHUS Ha NieYeBbIe, JIOKTEBbIE, 3a-
MACTbA U MEJIKUE CyCTaBbl, MATKWUIA Maccax (Mornaxmeaxue)
MbILUL, MJIEYEBIX, IOKTEBBIX, 3aMACTbS U MEJIKUX CyCTaBOB.
Mpyn TsKENbIX NOBPEXAEHMSAX KOPELUKOB MOXET noTpe6o-
BaTbCS HEpO- WM MUKPOXMPYPrUMYecKoe BMeLLATeNbCTBO.

Vol 15(4) 2024

D0I: https://doi.org/10.17816/PED154111-124

Pediatrician (St. Petersburg)

lMonHoe BoccTaHOBNEHWE GyHKUMM 0TMeyeHo B 65-90 %
C/y4aeB, Npy 3TOM Haubonee bNaronpuATHLIM MPOrHOCTUYe-
CKUM (haKTOpOM AIBNSIeTCA BbICTPOe Havasno BOCCTAHOB/IEHMS
B nepBble 2—4 Hep. XU3HWU. [nuTenbHOCTb BOCCTAHOB/IEHMS
3aHuMaet 12-18 mec.

Anroputm peiicTBus Bpaya npefcTaBfieH Ha pucyHke 1.

3AKJIKYEHUE

04HUM M3 OCHOBHbIX KMHMYecKux npusHakos PTIIC sB-
naetca M13. [JaHHoe cocTosHWe BCTPEYaeTcs € YacToToi OT
0,5 no 4,0 cnyqaes Ha 1000 »uBopoxaeHHbIX OCHOBHbIMU
(aKTopaMmn pucKa BO3HMKHOBEHMA 13 cnyKaT akyluepckue
(aKTopbl M KpynHble pa3Mmepbl niopa. 3aboneBaHue 3a-
K/toYaeTcs B CNabocT 0TBEAEHUA [eNbTOBUAHON MbILLLbI,
Hapy)XHOW poTauuM CrubaHust U CynuHaLUK B JIOKTEBOM Cy-
CTaBe, a TaKXKe HernosHOW CTeneHM pasrubaHus 3anacTbs
1 nanbleB. KnMHUYeckne NposiBNEHUS BbIPAXaloTCsA B Ha-
PYLUEHUM YHKLUMM MbILIL, TNyOOKMX pednieKcoB M psda
peieKCOB HOBOPOXAEHHBIX, @ TaKXKe PacCcTPOWCTB “yB-
CTBUTENBHOCTW W BEreTaTMBHOM MHHepBaumu. [aHHble Ha-
PYLIEHMA MOTYT ObiTb BEPUBULMPOBAHBI C MOMOLLBIO CTaH-
AapTHBIX WKan (Lkanbl BpUTaHcKoro MeAMLIMHCKOrO COBETa;
[LUKanbl oueHKkn ocTpon bonu; LLUKanbl HeBponoruyeckoi
OLEHKM HeJOHOLUEHHOr0 U [OHOLEHHOro pebeHka). Hamm-
uMe M CTeneHb CTPYKTYPHbIX HapYLWEHWA MoATBepIKAaeTcs
NpoBeJEeHNEM pPEHTreHOrpauyecKoro, YbTPa3ByKOBOMO
n MPT-uccnepnoBaHuii. PesynbTathl faHHbIX MeToLoB 06-
CNefl0BaHUS CNYXKaT OCHOBAHWEM [ANSl KOHCYNbTauuii TpaB-
MaTosiora-opTonesa, Xupypra unu Hedpoxupypra. QOyHk-
LMOHANbHbIE HApPYLLUEHWA CMJIETEHUs, HEPBOB M MbILLL
YTOYHSKOT € noMoLLbio IMI nocne 2-1 Hedenm u3HU MNaaeHLa.
BepuduKaums HeMpopuanonormiyecknx HapylueHuii Tpebyet
JMcnaHcepHoro HabntofeHus Heeposora. Cpean MeToaoB fe-
yenmd [13 noKasaHa 3P HEKTUBHOCTb MHAMBUAYANbHBIX 3aHs-
TU Npu 3aboneBaHusx nepudepuyecKoil HepBHOM CUCTEMBI
nocne 7-8-ro fiHen }u3HW. YKasaHHas nocnen0BaTeNbHOCTb
BpayebHbIX MeponpuATUNA NPeaCcTaBfieHa B BULE anroputMa
LENCTBUN Bpava.

AONO/JHUTE/IbHAA UHOOPMALIUA

KoHdnukT wuHTepecoB. ABTOpbl AeKNapupylT OTCYTCTBUE
ABHbIX M NOTEHUMAsbHBIX KOHGIMKTOB WHTEPECOB, CBSA3aHHbIX
C NybnMKaLmeii HacTosLLel CTaTby.

WUcTouHuK dmHaHcUpoBaHUs. ABTOPbI 3asBNISIOT 06 OTCYTCTBUM
BHELUHero GWHaHCMPOBaHWUA NPy NPOBEEHUN UCCNIe0BaHMS.

Brnap aBTOpoB. Bce aBTOpbl BHEC/M CYLLECTBEHHbIA BKNAL,
B pa3paboTKy KOHLeNUMK, NpoBeJeH1e UCCIEL0BaHNSA U MOLTOTOBKY
CTaTby, Mo 1 0A06puM dUHaMBHYI Bepcuto nepes, nybnnKkaumen.
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HoBopoieHHbIA C MOL03PEHNEM Ha POZOBYIO TPABMY MIIEYEBOrO CMIETEHUS /

Neonate with suspected of the

brachial plexus' birth injury

Physical

Ou3nkanbHoe obcnenosanme /

I
|

examination

+

Ja/Yes OnpepeneHbl xapakTep 1

TAXKECTb HapyLUeHus / Het / No

The nature and severity of the damage have been determined

PentreHorpadms KocTelt nneyesoro nosica /
X-rays of the shoulder girdle

MpodunaKkTU4eckuit 0cMoTp Bpaya-neauarpa /
Preventive pediatrician's examination

BbIHBHEHbI KOCTHble U3MEHEeHUA /
Bone lesions were detected

Jla/Yes

Het / No

KoHcynbTaums Bpaya-opronesa, TpaBMaronora
W1 Bpaya — AETCKOro Xupypra.
VIMMobunmM3aLys nieyeBoro cyctasa v 3ansacTbs /

MPT nneyeBoro cnneteHns /
MRI of the brachial plexus

!

Consultation with an orthopedist-traumatologist
or surgeon. Immobilization of the shoulder joint
and wrist

BbIsiBNIEHbI YaCTUYHbIA MW NOMHbIVA PaspbIB NNEYEBOro cnaeTeHns /

Partial or complete rupture of the brachial plexus is detected

lla/Yes

Het / No

A

A

KoHcynbTauws Bpaua-Heiipoxupypra;
Helipoxvpyprudeckoe nevetue /

[poBeaeHue aneKTpoMuorpadum
nocne 2-i Hefienu usmu /

Consultation with a neurosurgeon; EMG after 2 weeks
neurosurgical treatment of life
fla/ Yes Bissnera feHepsauns / Het / No

Denervation detected

NHamBuayanbHble 3aHATUA Npy 3aboneBaHusx nep
HepBHOI CUCTEMbI C 7-8 AHEN XM3HU

Individual lessons for diseases of the peripheral nervous system after

7-8 days of life

ndepuyecKoi
/

[lucnaHcepHbIn yyet
BPaYoM-HeBpONOroM /
Outpatient observation

by a neurologist

PucyHok. Anroput™ AencTBui Bpaya
Figure. Physician’s action algorithm

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

Authors’ contribution. All authors made a substantial con-
tribution to the conception of the study, acquisition, analysis,

CMUCOK JIUTEPATYPHI

1. Bnactok B.B., ViBaros [1.0. KnuHnueckme pekomeHgaumm no ama-
THOCTUKE W NleYeHmto pofoBoi TpaeMbl (MpoekT). PACIIM, 2016. 28 c.

2. Volpe J.J., El-Dib M. Chapter 40 — Injuries of extracranial, cranial,
intracranial, spinal cord, and peripheral nervous system structures.
B k#.: Volpe J.B., editor. Volpe's neurology of the newborn, 71 ed. Else-
vier, 2025. P. 1251-1282. doi: 10.1016/B978-0-443-10513-5.00040-1

3. Gonik B., Walker AM., Grimm M. Mathematic modeling of forc-
es associated with shoulder dystonia: a comparison of endogenous

D0I: https://doi.org/10.17816/PED154111-124

interpretation of data for the work, drafting and revising the ar-
ticle, final approval of the version to be published and agree to be
accountable for all aspects of the study.

and exogenous sources // Am J Obstet Gynecol. 2000. Vol. 182, N 3.
689—691. doi: 10.1067/mob.2000.104214

4. Gherman R.B., Ouzounian J.G., Goodwin T.M. Brachial plexus
palsy: An in utero injury? // Am J Obstet Gynecol. 1999. Vol. 180,
N 5. P. 1303-1307. doi: 10.1016/S0002-9378(99)70633-2

5. Zafeiriou D.I, Psychogiou K. Obstetrical brachial plex-
us palsy // Pediatr Neurol. 2008. Vol. 38, N 4. P. 235-242.
doi: 10.1016/j.pediatrneurol.2007.09.013




120

DRAFT CLINICAL RECOMMENDATIONS

6. Report of the American College of Obstetricians and Gy-
necologists’ task force on neonatal brachial plexus pal-
sy. Executive summary: neonatal brachial plexus pal-
sy // Obstet Gynecol. 2014. Vol. 123, N 4. P. 902-904.
doi: 10.1097/01.A06.0000445582.43112.9a

7. Govindan M., Burrows H.L. Neonatal brachial plexus injury // Pe-
diatr Rev. 2019. Vol. 40, N 9. P. 494—496. doi: 10.1542/pir.2018-0113
8. Gherman R.B., Goodwin T.M., Ouzounian J.G., et al. Brachial
plexus palsy associated with cesarean section: An in utero in-
jury? // Am J Obstet Gynecol. 1997. Vol. 177, N 5. P. 1162-1164.
doi: 10.1016/S0002-9378(97)70034-6

9. Alfonso I, Papazian 0., Shuhaiber H., et al. Intrauterine shoulder
weakness and obstetric brachial plexus palsy // Pediatr Neurol. 2004.
Vol. 31, N 3. P. 225-227. doi: 10.1016/j.pediatrneurol.2004.02.010
10. Alfonso |, Diaz-Arca G., Alfonso D.T., et al. Fetal deformations:
A risk factor for obstetrical brachial plexus palsy? // Pediatr Neurol.
2006. Vol. 35, N 4. P. 246—249. doi: 10.1016/j.pediatrneurol.2006.03.011
11. Tierney T.S., Tierney B.J., Rosenberg AE. et al. Infantile
myofibromatosis: a nontraumatic cause of neonatal brachial
plexus palsy // Pediatr Neurol. 2008. Vol. 39, N 4. P. 276-278.
doi: 10.1016/j.pediatrneurol.2008.06.009

12. Torki M., Barton L., Miller D.A., Ouzounian J.G. Severe brachial
plexus palsy in women without shoulder dystacia // Obstet Gynecol.
2012. Vol. 120, N 3. P. 539-541. doi: 10.1097/A06.00013e318264f644
13. Ouzounian J.G. Risk factors for neonatal brachial plex-
us palsy // Semin Perinatol. 2014. Vol. 38, N 4. P. 219-221.
doi: 10.1053/j.semperi.2014.04.008

14. Levine M.G., Holroyde J., Woods J.R,, et al. Birth trauma: Inci-
dence and predisposing factors // Obstet Gynecol. 1984. Vol. 63, N 6.
P.792-795.

15. Eng G.D. Brachial plexus palsy in newborn infants // Pediatrics.
1971. Vol. 48, N 1. P. 18-28. doi: 10.1542/peds.48.1.18

16. Ubachs JMH., Slooff ACJ., Peters LL.H. Obstetric an-
tecedents of surgically treated obstetric brachial plexus inju-
ries // Br J Obstet Gynaecol. 1995. Vol. 102, N 10. P. 813-817.
doi: 10.1111/}.1471-0528.1995.th10848.x

17. Gherman R.B., Ouzounian J.G., Satin A.J, et al. A comparison
of shoulder dystocia-associated transient and permanent brachial
plexus palsies // Obstet Gynecol. 2003. Vol. 102, N 3. P. 544-548.
doi: 10.1097/00006250-200309000-00021

18. Mollberg M., Lagerkvist A.-L., Johansson U., et al. Comparison
in obstetric management on infants with transient and persistent
obstetric brachial plexus palsy // J Child Neurol. 2008. Vol. 23, N 12.
P. 1424-1432. doi: 10.1177/0883073808320620

19.Van der Looven R., Coupe A.M. Constraint-induced move-
ment therapy for children with neonatal brachial plexus pal-
sy // Dev Med Child Neurol. 2021. Vol. 63, N 5. P. 495-495.
doi: 10.1111/dmen. 14845

20. Gordon M., Rich H., Deutschberger J., Green M. The immediate
and long-term outcome of obstetric birth trauma. I. Brachial plexus
paralysis // Am J Obstet Gynecol. 1973. Vol. 117, N 1. P. 51-56.
doi: 10.1016/0002-9378(73)90727-8

21. Nocon J.J., Mckenzie D.K., Thomas L.J., Hansell R.S. Shoul-
der dystocia: An analysis of risks and obstetric maneuvers //
Am J Obstet Gynecol. 1993. Vol. 168, N 6. P. 1732-1739.
doi: 10.1016/0002-9378(93)90684-B

22. Chauhan S.P., Rose C.H. Gherman R.B., et al. Brachi-
al plexus injury: A 23-year experience from a tertiary cen-

Vol 15(4) 2024

D0I: https://doi.org/10.17816/PED154111-124

Pediatrician (St. Petersburg)

ter // Am J Obstet Gynceol. 2005. Vol. 192, N 6. P. 1795-1802.
doi: 10.1016/j.aj0g.2004.12.060

23. Walsh JM., Kandamany N., Ni Shuibhne N, et al. Neonatal
brachial plexus injury: comparison of incidence and antecedents
between 2 decades // Am J Obstet Gynecol. 2011. Vol. 204, N 4.
P. 324.e1-324.e6. doi: 10.1016/j.3jog.2011.01.020

24. Grobman W.A., Miller D., Burke C., et al. Outcomes as-
sociated with introduction of a shoulder dystocia proto-
col // Am J Obstet Gynecol. 2011. Vol. 205, N 6. P. 513-517.
doi: 10.1016/j.ajog.2011.05.002

25. Bager B. Perinatally acquired brachial plexus palsy — a persist-
ing challenge // Acta Paediatrica. 1997. Vol. 86, N 11. P. 1214-1219.
doi: 10.1111/}.1651-2227.1997 th14849.x

26. Van der Looven R, Le Roy L., Tanghe E., et al. Risk factors for
neonatal brachial plexus palsy: a systematic review and meta-
analysis // Dev Med Child Neurol. 2020. Vol. 62, N 6. P. 673-683.
doi: 10.1111/dmcn.14381

27. Coroneos C.J., Voineskos S.H., Christakis MK, et al. Ob-
stetrical brachial plexus injury (OBPI): Canada’s national clini-
cal practice guideline // BMJ Open. 2017. Vol. 7, N 1. ID e014141.
doi: 10.1136/bmjopen-2016-014141

28. Johnson G.J., Denning S., Clark S.L., Davidson C. Pathophysio-
logic origins of brachial plexus injury // Obstet Gynecol. 2020.
Vol. 136, N 4. P. 725-730. doi: 10.1097/A0G. 0000000000004013
29. Pulos N., Shaughnessy W.J., Spinner R.J., Shin A.Y. Brachial
plexus birth injuries: A critical analysis review // JBJS Rev. 2021.
Vol. 9, N 6. 1D £20.00004. doi: 10.2106/JBJS.RVW.20.00004

30. PatHep A. 10. PogoBble NoBpexAeHWs CNMHHOMO Mo3ra y [eTei.
KazaHb: V13a-80 KasaHckoro yHueepcuteta. 1978, 216 c.

31. MuHucTepcTBO  34paBooxpaHeHus Pecnybnmkn  KasaxcraH.
TpaBMbl nepudepnyeckmx HepBoB. KasaxctaH, 2017.

32. Sunderland S. A classification of peripheral nerve injuries pro-
ducing loss of function // Brain. 1951. Vol. 74, N 4. P. 491-516.
doi: 10.1093/brain/74.4.491

33. Medical Research Counsil. Aids to the examination of the pe-
ripheral nervous system. Her Majesty’s Stationery Office. London,
1976.70 p.

34. Molnar G.E. Brachial plexus injury in the newbarn infant // Pedi-
atr Rev. 1984. Vol. 6, N 4. P. 110-115. doi: 10.1542/pir.6.4.110

35. Evans-Jones G., Kay S.P.J., Weindling AM., et al. Congenital
brachial palsy: incidence, causes, and outcome in the United King-
dom and Republic of Ireland // Arch Dis Childh. 2003. Vol. 88, N 3.
P. 185-189. doi: 10.1136/fn.88.3.F185

36. Eng G.D., Binder H., Getson P., 0'Donnell R. Obstetrical bra-
chial plexus palsy (OBPP) outcome with conservative man-
agement // Muscle Nerve. 1996. Vol. 19, N 7. P. 884-891.
doi: 10.1002/(SICI)1097-4598(199607)19:7<884::AID-MUS11>3.0.C0;2-J
37. Yilmaz K., Caliskan M., Oge E,, et al. Clinical assessment, MR,
and EMG in congenital brachial plexus palsy // Pediatr Neurol. 1999.
Vol. 21, N 4. P. 705-710. doi: 10.1016/S0887-8994(99)00073-9

38. Al-Rajeh S., Corea J.R,, Al-Sibai M.H., et al. Congenital brachial
palsy in the eastern province of Saudi Arabia // J Child Neurol. 1990.
Vol. 5, N 1. P. 35-38. doi: 10.1177/088307389000500108

39. Jones HR. Jr, Ryan M.M. Radiculopathies and plexopathies.
B kH.: Darras B.T., Jones HR. Jr, Ryan MM, deVivo D.C., editors.
Neuromuscular disorders of infancy, childhood, and adolescence
a clinician’s approach. 2" edit. San Diego: Academic Press, 2015.
P. 199-224. doi: 10.1016/B978-0-12-417044-5.00012-3




MPOEKTbI KIMHNYECKIX PEKOMEH QAL

40. Ford F.R. Diseases of the nervous system in infancy, childhood,
and adolescence // Arch Dis Child. 1960. Vol. 35, N 184. P. 628—629.
doi: 10.1097/00007611-196009000-00037

41. Daw E. Hyperextension of the head in breech presenta-
tion // Am J Obstet Gynecol. 1974. Vol. 119, N 4. P. 564-565.
doi: 10.1016/0002-9378(74)90222-1

42. Koshinski J.L., Russo S.A., Zlotolow D.A. Brachial plexus birth
injury: a review of neurology literature assessing variability and cur-
rent recommendations // Pediatr Neurol. 2022. Vol. 136. P. 35-42.
doi: 10.1016/].pediatrneurol.2022.07.009

43. Wall LB, Mills JK, Leveno K, et al Incidence and progno-
sis of neonatal brachial plexus palsy with and without clavicle
fractures // Obstet Gynecol. 2014, Vol 123, N 6. P. 1288-1293.
doi: 10.1097/A0G.0000000000000207

44, Dubowitz LM.S., Dubowitz V., Mercuri E. The neurological as-
sessment of the pre-term and full-term infant. Clinics in develop-
mental medicine. N 148. London: MacKeith Press, 1999. 155 p.

45. Manbunk AB. Jlekumm no HeBponorvm passwTus. Mocksa:
MEMNPECC-uHdopM, 2021. 472 c.

46. Carbajal R., Paupe A., Hoenn E., et al. APN: evaluation behavioral
scale of acute pain in newborn infants // Arch Pedaiatr. 1997. Vol. 4,
N7.P. 623-628. doi: 10.1016/S0929-693X(97)83360-X

47. Nanbuunk AB., boukapesa C.A., Wabanos H.N., n ap. Bonb y Ho-
BOPOXAEHHBIX W TPYAHbIX fLeTel. MeToanyeckne pekoMeHaaLmm
M3 P®. CanxT-Metepbypr, 2015. 27 c.

48. KniwkyH A.A. JlabopaTopHble UCCNeAO0BaHNs B HEOHATOMOMMN.
Mocksa: [30TAP-Meawa, 2022. 592 c.

49. Francel P.C., Koby M., Park T.S,, et al. Fast spin-echo magnetic
resonance imaging for radiological assessment of neonatal bra-
chial plexus injury // J Neurosurg. 1995. Vol. 83, N 3. P. 461-466.
doi: 10.3171/jns.1995.83.3.0461

50. Miller S.F., Glasier C.M., Griebel M.L., Boop F.A. Brachial
plexopathy in infants after traumatic delivery: Evaluation with
MR Imaging // Radiology. 1993. Vol. 189, N 2. P. 481-484.
doi: 10.1148/radiology.189.2.8210376

51. Tse R., Nixon JN., lyer RS, et al. The diagnostic value of CT
myelography, MR myelography, and both in neonatal brachial plexus
palsy // AJNR Am J Neuroradiol. 2014. Vol. 35, N 7. P. 1425-1432.
doi: 10.3174/ajnr.A3878

52. Somashekar D., Yang L.J., Ibrahim M., Parmar H.A. Highresolu-
tion MRI evaluation of neonatal brachial plexus palsy: A promising
alternative to traditional CT myelography // AJNR Am J Neuroradiol.
2014. Vol. 35, N 6. P. 1209-1213. doi: 10.3174/ajnr.A3820

53. Grahn P., Poyhia T., Sommarhem A., Nietosvaara Y. Clinical sig-
nificance of cervical MRI in brachial plexus birth injury // Acta Orthop.
2019. Vol. 90, N 2. P. 111-118. doi: 10.1080/17453674.2018.1562621
54. Smith B.W., Chang KW.C., Parmar H.A, et al. MRI evalua-
tion of nerve root avulsion in neonatal brachial plexus palsy: un-
derstanding the presence of isolated dorsal/ventral rootlet dis-
ruption // J Neurosurg Pediatr. 2021. Vol. 27, N 5. P. 589-593.
doi: 10.3171/2020.9. PEDS20326

55. Paradiso G., Granana N., Maza E. Prenatal brachial plex-
us paralysis // Neurology. 1997. Vol. 49, N 1. P. 261-262.
doi: 10.1212/WNL.49.1.261

Tom 15,Ne 4, 2024

D0I: https://doi.org/10.17816/PED154111-124

leanatp

56. Yang L.J.-S. Neonatal brachial plexus palsy-management and
prognostic factors // Semin Perinatol. 2014. Vol. 38, N 4. P. 222-234.
doi: 10.1053/j.semperi.2014.04.009

57. Soldado F., Fontecha C.G., Marotta M., et al. The role of muscle
imbalance in the pathogenesis of shoulder contracture after neonatal
brachial plexus palsy: a study in a rat model // J Shoulder Elbow
Surg. 2014. Vol. 23, N 7. P. 1003—1009. doi: 10.1016/j.jse.2013.09.031
58. Kptokosa V.A., XycamHos H.0., banHaypawennmn AT, v ap. Pe-
KOMEHZATE/bHbI MPOTOKOJ 0Ka3aHWs MeaMLMHCKON NMOMOLLM Mpu
POLIOBOI TPaBMe MNIeYeBOro Cr/IETEHUS Y [ETeld NepBbiX MecsLes
XW3HM // OpToneaws, TpaBMaTonorus U BOCCTAHOBUTESNbHAS XWi-
pyprist aeTckoro Bo3pacta. 2016. T. 4, N° 1. C. 72—77. EDN: VTQYDL
doi: 10.17816/PTORS4172-77

59. Sundholm LK., Eliasson A.-C., Forssberg H. Obstetric brachial
plexus injuries: assessment protocol and functional outcome at
age b5 years // Dev Med Child Neurol. 1998. Vol. 40, N 1. P. 4-11.
doi: 10.1111/}.1469-8749.1998.th15350.x

60. Strombeck C., Krumlinde-Sundholm L., Forssberg H. Func-
tional outcome at 5 years in children with obstetrical bra-
chial plexus palsy with and without microsurgical reconstruc-
tion // Dev Med Child Neurol. 2000. Vol. 42, N 3. P. 148-157.
doi: 10.1111/}.1469-8749.2000.tb00062.x

61. Noetzel M.J., Park T.S., Robinson S., Kaufman B. Prospective study
of recovery following neonatal brachial plexus injury // J Child Neu-
rol. 2001. Vol. 16, N 7. P. 488—492. doi: 10.1177/088307380101600705
62. Hoeksma AF., ter Steeg AM., Nelissen R.G., et al. Neurologi-
cal recovery in obstetric brachial plexus injuries: an historical co-
hort study // Dev Med Child Neurol. 2004. Vol. 46, N 2. P. 76-83.
doi: 10.1111/}.1469-8749.2004.th00455.x

63. Smith N.C., Rowan P., Benson L.J., et al. Neonatal brachial
plexus palsy. Outcome of absent biceps function at three months of
age // J Bone Joint Surg Am. 2004. Vol. 86-A, N 10. P. 2163-2170.
doi: 10.2106/00004623-200410000-00006

64. Grossman J.A. Early operative intervention for selected cases
of brachial plexus birth injury // Arch Neurol. 2006. Vol. 63, N 7.
P. 1031-1032. doi: 10.1001/archneur.63.7.1031

65. Strombeck C., Krumlinde-Sundholm L., Remahl S., Sejersen T.
Long-term follow-up of children with obstetric brachial plexus palsy.
I: functional aspects // Dev Med Child Neurol. 2007. Vol. 49, N 3.
P. 198-203. doi: 10.1111/}.1469-8749.2007.00198.x

66. Strombeck C., Remahl S., Krumlinde-Sundholm L., Sejersen T.
Long-term follow-up of children with obstetric brachial plexus palsy.
II: neurophysiological aspects // Dev Med Child Neurol. 2007. Vol. 49,
N 3. P. 204-209. doi: 10.1111/].1469-8749.2007.00204.x

67. Ali ZS., Bakar D, Li Y.R, et al. Utility of delayed surgical re-
pair of neonatal brachial plexus palsy // J Neurosurg Pediatr. 2014.
Vol. 13, N 4. P. 462—470. doi: 10.3171/2013.12.PEDS13382

68. Lagerkvist A.-L., Johansson U., Johansson A, et al. Obstet-
ric brachial plexus palsy: a prospective, population-based study
of incidence, recovery, and residual impairment at 18 months
of age // Dev Med Child Neurol. 2010. Vol. 52, N 6. P. 529-534.
doi: 10.1111/}.1469-8749.2009.03479.x

69. Bennett G.C., Harrold A.J. Prognosis and early management
of birth injuries to the brachial plexus // Brit Med J. 1976. Vol. 1.
ID 1520. doi: 10.1136/bm;.1.6024.1520

121



122

DRAFT CLINICAL RECOMMENDATIONS

REFERENCES

1. Vlasiuk W, Ivanov DO. Clinical recommendations on diag-
nosis and treatment of birth trauma (draft). RASPM; 2016. 28 p.
(In Russ.)

2. Volpe JJ, EL-Dib M. Chapter 40 — Injuries of extracranial, cranial,
intracranial, spinal cord, and peripheral nervous system structures.
In: Volpe JB, editor. Volpe's neurology of the newborn, 7" edit. Else-
vier; 2025. P. 1251-1282. doi: 10.1016/B978-0-443-10513-5.00040-1
3. Gonik B, Walker AM, Grimm M. Mathematic modeling of forces
associated with shoulder dystonia: a comparison of endogenous
and exogenous sources. Am J Obstet Gynecol. 2000;182(3):689-691.
doi: 10.1067/mob.2000.104214

4. Gherman RB, Ouzounian JG, Goodwin TM. Brachial plexus palsy:
An in utero injury? Am J Obstet Gynecol. 1999;180(5):1303-1307.
doi: 10.1016/50002-9378(99)70633-2

5. Zafeiriou DI, Psychogiou K.
al plexus palsy. Pediatr Neurol.
doi: 10.1016/j.pediatrneurol.2007.09.013
6. Report of the American College of Obstetricians and Gynecolo-
gists’ task force on neonatal brachial plexus palsy. Executive sum-
mary: neonatal brachial plexus palsy. Obstet Gynecol. 2014;123(4):
902-904. doi: 10.1097/01.A06.0000445582.43112.9a

7. Govindan M, Burrows HL. Neonatal brachial plexus injury. Pediatr
Rev. 2019;40(9):494-496. doi: 10.1542/pir.2018-0113

8. Gherman RB, Goodwin TM, Ouzounian JG, et al. Brachial plexus
palsy associated with cesarean section: An in utero injury? Am J Obstet
Gynecol. 1997;177(5):1162-1164. doi: 10.1016/S0002-9378(97)70034-6
9. Alfonso |, Papazian 0, Shuhaiber H, et al. Intrauterine shoul-
der weakness and obstetric brachial plexus palsy. Pediatr Neurol.
2004;31(3):225-227. doi: 10.1016/j.pediatrneurol.2004.02.010

10. Alfonso |, Diaz-Arca G, Alfonso DT, et al. Fetal deformations:
A risk factor for obstetrical brachial plexus palsy? Pediatr Neurol.
2006;35(4):246—249. doi: 10.1016/j.pediatrneurol.2006.03.011

11. Tierney TS, Tierney BJ, Rosenberg AE, et al. Infantile myofibroma-
tosis: a nontraumatic cause of neonatal brachial plexus palsy. Pediatr
Neurol. 2008;39(4):276-278. doi: 10.1016/j.pediatrneurol.2008.06.009
12. Torki M, Barton L, Miller DA, Ouzounian J.G. Severe brachial
plexus palsy in women without shoulder dystocia. Obstet Gynecol.
2012;120(3):539-541. doi: 10.1097/A0G.0b013e318264f644

13. Ouzounian JG. Risk factors for neonatal brachial plexus palsy. Se-
min Perinatol. 2014;38(4):219-221. doi: 10.1053/j.semperi.2014.04.008
14. Levine MG, Holroyde J, Woods JR, et al. Birth trauma: Incidence
and predisposing factors. Obstet Gynecol. 1984;63(6):792—795.

15. Eng GD. Brachial plexus palsy in newborn infants. Pediatrics.
1971;48(1):18-28. doi: 10.1542/peds.48.1.18

16. Ubachs JMH, Slooff ACJ, Peters LLH. Obstetric antecedents of sur-
gically treated obstetric brachial plexus injuries. Br J Obstet Gynaecol.
1995;102(10):813-817. doi: 10.1111/.1471-0528.1995.tb 10848 x

17. Gherman RB, Ouzounian JG, Satin AJ, et al. A compari-
son of shoulder dystocia-associated transient and permanent
brachial plexus palsies. Obstet Gynecol. 2003;102(3):544-548.
doi: 10.1097/00006250-200309000-00021

18. Mollberg M, Lagerkvist A-L, Johansson U, et al. Comparison in
obstetric management on infants with transient and persistent ob-
stetric brachial plexus palsy. J Child Neurol. 2008;23(12):1424-1432.
doi: 10.1177/0883073808320620

Obstetrical  brachi-
2008;38(4):235-242.

Vol 15(4) 2024

D0I: https://doi.org/10.17816/PED154111-124

Pediatrician (St. Petersburg)

19.Van der Looven R, Coupe AM. Constraint-induced move-
ment therapy for children with neonatal brachial ple-
xus palsy. Dev Med Child Neurol. 2021;63(5):495-495.
doi: 10.1111/dmen.14845

20. Gordon M, Rich H, Deutschberger J, Green M. The immedi-
ate and long-term outcome of obstetric birth trauma. I. Bra-
chial plexus paralysis. Am J Obstet Gynecol. 1973;117(1):51-56.
doi: 10.1016/0002-9378(73)90727-8

21. Nocon JJ, Mckenzie DK, Thomas LJ, Hansell RS. Shoul-
der dystocia: An analysis of risks and obstetric ma-
neuvers. Am J Obstet Gynecol. 1993;168(6):1732-1739.
doi: 10.1016/0002-9378(93)90684-B

22. Chauhan SP, Rose CH, Gherman RB, et al. Brachial plexus injury:
A 23-year experience from a tertiary center. Am J Obstet Gynceol.
2005;192(6):1795-1802. doi: 10.1016/j.ajog.2004.12.060

23. Walsh JM, Kandamany N, Ni Shuibhne N, et al. Neonatal bra-
chial plexus injury: comparison of incidence and antecedents be-
tween 2 decades. Am J Obstet Gynecol. 2011;204(4):324.e1-324.¢6.
doi: 10.1016/}.3jog.2011.01.020

24. Grobman WA, Miller D, Burke C, et al. Outcomes associated with
introduction of a shoulder dystocia protocol. Am J Obstet Gynecol.
2011;205(6):513-517. doi: 10.1016/j.ajog.2011.05.002

25. Bager B. Perinatally acquired brachial plexus palsy —
a persisting challenge. Acta Paediatrica. 1997;86(11):1214-1219.
doi: 10.1111/}.1651-2227.1997 th14849.x

26. Vander Looven R, Le Roy L, Tanghe E, et al. Risk factors for neo-
natal brachial plexus palsy: a systematic review and metaanalysis.
Dev Med Child Neurol. 2020;62(6):673—683. doi: 10.1111/dmcn.14381
27. Coroneos CJ, Voineskos SH, Christakis MK, et al. Obstetrical bra-
chial plexus injury (OBPI): Canada’s national clinical practice guideline.
BMJ Open. 2017;7(1):e014141. doi: 10.1136/bmjopen-2016-014141
28. Johnson GJ, Denning S, Clark SL, Davidson C. Pathophysio-
logic origins of brachial plexus injury. Obstet Gynecol. 2020;136(4):
725-730. doi: 10.1097/A0G. 0000000000004013

29. Pulos N, Shaughnessy WJ, Spinner RJ, Shin AY. Brachial plex-
us birth injuries: A critical analysis review. JBJS Rev. 2021;9(6):
€20.00004. doi: 10.2106/JBJS.RVW.20.00004

30. Ratner AYu. Birth injuries of the spinal cord in children. Kazan:
Kazan University Publishing House; 1978, 216 p. (In Russ.)

31. Ministry of Health of the Republic of Kazakhstan. Traumas of
peripheral nerves. Kazakhstan; 2017. (In Russ.)

32. Sunderland S. A classification of peripheral nerve inju-
ries producing loss of function. Brain. 1951;74(4):491-516.
doi: 10.1093/brain/74.4.491

33. Medical Research Counsil. Aids to the examination of the pe-
ripheral nervous system. Her Majesty’s Stationery Office. London;
1976.70 p.

34. Molnar GE. Brachial plexus injury in the newborn infant. Pediatr
Rev. 1984;6(4):110-115. doi: 10.1542/pir.6.4.110

35. Evans-Jones G, Kay SPJ, Weindling AM, et al. Congenital bra-
chial palsy: incidence, causes, and outcome in the United King-
dom and Republic of Ireland. Arch Dis Childh. 2003;88(3):185—189.
doi: 10.1136/fn.88.3.F185

36.Eng GD, Binder H, Getson P, 0'Donnell R. Obstetri-
cal brachial plexus palsy (OBPP) outcome with conser-
vative management. Muscle Nerve. 1996;19(7):884—891.
doi: 10.1002/(SICI)1097-4598(199607)19:7<884::AID-MUS11>3.0.C0;2-J




MPOEKTbI KIMHNYECKIX PEKOMEH QAL

37. Yilmaz K, Caliskan M, Oge E, et al. Clinical assessment, MR,
and EMG in congenital brachial plexus palsy. Pediatr Neurol.
1999:21(4):705-710. doi: 10.1016/S0887-8994(99)00073-9

38. Al-Rajeh S, Corea JR, Al-Sibai MH, et al. Congenital brachial pal-
sy in the eastern province of Saudi Arabia. J Child Neurol. 1990;5(1):
35-38. doi: 10.1177/088307389000500108

39. Jones HR Jr, Ryan MM. Radiculopathies and plexopathies. In:
Darras BT, Jones HR Jr, Ryan MM, deVivo DC, editors. Neuromus-
cular disorders of infancy, childhood, and adolescence a clinician’s
approach. 2" edit. San Diego: Academic Press; 2015. P. 199-224.
doi: 10.1016/B978-0-12-417044-5.00012-3

40. Ford FR. Diseases of the nervous system in infancy, child-
hood, and adolescence. Arch Dis Child. 1960;35(184):628-629.
doi: 10.1097/00007611-196009000-00037

41. Daw E. Hyperextension of the head in breech presentation. Am J Ob-
stet Gynecol. 1974;119(4):564-565. doi: 10.1016/0002-9378(74)90222-1

42. Koshinski JL, Russo SA, Zlotolow DA. Brachial plexus birth
injury: a review of neurology literature assessing variabil-
ity and current recommendations. Pediatr Neurol. 2022;136:35-42.
doi: 10.1016/}.pediatrneurol.2022.07.009

43. Wall LB, Mills JK, Leveno K, et al. Incidence and prog-
nosis of neonatal brachial plexus palsy with and without
clavicle fractures. Obstet Gynecol. 2014;123(6):1288-1293.
doi: 10.1097/A0G.0000000000000207

4k, Dubowitz LMS, Dubowitz V, Mercuri E. The neurological assess-
ment of the pre-term and full-term infant. Clinics in developmental
medicine. N148. London: MacKeith Press; 1999. 155 p.

45, Palchik AB. Lectures on developmental neuroscience. Moscow:
MEDPRESS-Inform; 2021. 472 p. (In Russ.)

46. Carbajal R, Paupe A, Hoenn E, et al. APN: evaluation behavioral
scale of acute pain in newborn infants. Arch Pedaiatr. 1997:4(7):
623-628. doi: 10.1016/S0929-693X(97)83360-X

47. Palchik AB, Bochkareva SA, Shabalov NP, et al. Pain in new-
borns and infants. Methodological recommendations of the Ministry
of Health of the Russian Federation. Saint Petersburg; 2015. 27 p.
(In Russ.)

48. Kishkun AA. Laboratory studies in neonatology. Moscow:
GEOTAR-Media; 2022. 592 p. (In Russ.)

49. Francel PC, Koby M, Park TS, et al. Fast spin-echo magnetic reso-
nance imaging for radiological assessment of neonatal brachial plexus
injury. J Neurosurg. 1995;83(3):461-466. doi: 10.3171/jns.1995.83.3.0461
50. Miller SF, Glasier CM, Griebel ML, Boop FA. Brachial plexopathy
in infants after traumatic delivery: Evaluation with MR Imaging. Ra-
diology. 1993;189(2):481-484. doi: 10.1148/radiology.189.2.8210376
51. Tse R, Nixon JN, lyer RS, et al. The diagnostic value of CT myelogra-
phy, MR myelography, and both in neonatal brachial plexus palsy. AJNR
Am J Neuroradiol. 2014;35(7):1425-1432. doi: 10.3174/ajnr.A3878

52. Somashekar D, Yang LJ, Ibrahim M, Parmar HA. Highresolu-
tion MRI evaluation of neonatal brachial plexus palsy: A promising
alternative to traditional CT myelography. AJNR Am J Neuroradiol.
2014;35(6):1209-1213. doi: 10.3174/ajnr.A3820

53. Grahn P, Poyhia T, Sommarhem A, Nietosvaara Y. Clinical sig-
nificance of cervical MRI in brachial plexus birth injury. Acta Orthop.
2019;90(2):111-118. doi: 10.1080/17453674.2018.1562621

54. Smith BW, Chang KWC, Parmar HA, et al. MRl evaluation of nerve
root avulsion in neonatal brachial plexus palsy: understanding the

Tom 15,Ne 4, 2024

D0I: https://doi.org/10.17816/PED154111-124

leanatp

presence of isolated dorsal/ventral rootlet disruption. J Neurosurg
Pediatr. 2021;27(5):589-593. doi: 10.3171/2020.9. PEDS20326

55. Paradiso G, Granana N, Maza E. Prenatal brachial plexus pa-
ralysis. Neurology. 1997;49(1):261-262. doi: 10.1212/WNL.49.1.261
56. Yang LJ-S. Neonatal brachial plexus palsy-management
and prognostic factors. Semin Perinatol. 2014;38(4):222-234.
doi: 10.1053/j.semperi.2014.04.009

57. Soldado F, Fontecha CG, Marotta M, et al. The role of muscle
imbalance in the pathogenesis of shoulder contracture after neonatal
brachial plexus palsy: a study in a rat model. J Shoulder Elbow Surg.
2014;23(7):1003-1009. doi: 10.1016/j.jse.2013.09.031

58. Kriukova IA, Khusainov NO, Baindurashvili AG, et al. Algorithm
for treatment of children of first months of life with brachial plexus
birth palsy. Pediatric Traumatology, Orthopaedics and Reconstructive
Surgery. 2016;4(1):72-77. EDN: VTQYDL doi: 10.17816/PTORS4172-77
59. Sundholm LK, Eliasson A-C, Forssberg H. Obstetric bra-
chial plexus injuries: assessment protocol and functional out-
come at age 5 years. Dev Med Child Neurol. 1998;40(1):4-11.
doi: 10.1111/}.1469-8749.1998.th15350.x

60. Strombeck C, Krumlinde-Sundholm L, Forssberg H. Functional
outcome at 5 years in children with obstetrical brachial plexus palsy
with and without microsurgical reconstruction. Dev Med Child Neurol.
2000;42(3):148-157. doi: 10.1111/j.1469-8749.2000.tb00062.x

61. Noetzel MJ, Park TS, Robinson S, Kaufman B. Prospective study
of recovery following neonatal brachial plexus injury. J Child Neurol.
2001;16(7):488-492. doi: 10.1177/088307380101600705

62. Hoeksma AF, ter Steeg AM, Nelissen RG, et al. Neuro-
logical recovery in obstetric brachial plexus injuries: an his-
torical cohort study. Dev Med Child Neurol. 2004;46(2):76—83.
doi: 10.1111/}.1469-8749.2004.th00455.x

63. Smith NC, Rowan P, Benson LJ, et al. Neonatal brachi-
al plexus palsy. Outcome of absent biceps function at three
months of age. J Bone Joint Surg Am. 2004;86-A(10):2163-2170.
doi: 10.2106/00004623-200410000-00006

64. Grossman JA. Early operative intervention for selected cases
of brachial plexus birth injury. Arch Neurol. 2006;63(7):1031-1032.
doi: 10.1001/archneur.63.7.1031

65. Strombeck C, Krumlinde-Sundholm L, Remahl S, Sejersen T.
Long-term follow-up of children with obstetric brachial plexus pal-
sy. I: functional aspects. Dev Med Child Neurol. 2007;49(3):198-203.
doi: 10.1111/}.1469-8749.2007.00198.x

66. Strombeck C, Remahl S, Krumlinde-Sundholm L, Sejersen T.
Long-term follow-up of children with abstetric brachial plexus pal-
sy. Il: neurophysiological aspects. Dev Med Child Neurol. 2007;49(3):
204-209. doi: 10.1111/}.1469-8749.2007.00204.x

67. Ali ZS, Bakar D, Li YR, et al. Utility of delayed surgical repair
of neonatal brachial plexus palsy. J Neurosurg Pediatr. 2014;13(4):
462-470. doi: 10.3171/2013.12.PEDS13382

68. Lagerkvist A-L, Johansson U, Johansson A, et al. Ob-
stetric brachial plexus palsy: a prospective, population-based
study of incidence, recovery, and residual impairment at 18
months of age. Dev Med Child Neurol. 2010;52(6):529-534.
doi: 10.1111/j.1469-8749.2009.03479.x

69. Bennett GC, Harrold AJ. Prognosis and early management
of birth injuries to the brachial plexus. Brit Med J. 1976;1:1520.
doi: 10.1136/bm;.1.6024.1520

123



124

DRAFT CLINICAL RECOMMENDATIONS

0b ABTOPAX

*OMuTpuin OneroBuy MBaHoB, 4-p Men. HayK, npodeccop, rnae-
HbI BHELLTATHbIM CNeuuanncT-HeoHaTonor MuHaapasa Poccuw,
peKTOp, 3aBeytoLLmii KadeApo HEOHATONOM MM C Kypcamu HeBpo-
IOrMK 1 aKyLLiepcTBa-ruHekonorum O v A0,

®re0Y BO «CaHkT-MeTepbyprckuin rocyiapCTBeHHbIM NeauaTpu-
YeCKUI MeMLMHCKWIA yHUBEPCUTET» MUH3apaBa Poccuy;

afpec: Poccus, 194100, CankT-letepbypr, yn. JIntoscKas, 4. 2;
CaHkT-INeTepbypr, Poccus; ORCID: 0000-0002-0060-4168;
eLibrary SPIN: 4437-9626; e-mail: doivanov@yandex.ru

Anekcanpp bennycoBuy Manbumk, o-p Mes. HayK, npodeccop
Kadeapbl HEOHATOMOMMM C Kypcamu HEBPOJIOTWW U aKyLLep-
CTBa-TMHEKONOrMM daKynbTeTa NocneBy30BCKOro ¥ A0M0N-
HWTeNbHOro NpodeccuoHanbHoro obpasosanms, OreQY BO
«CaHKT-INeTepbyprcKuMin rocyLapCTBEHHBIN NeAnaTpUYECcKnin Me-
OVLMHCKMI yHMBepcuTeT» MuH3apaBa Poccum, CaHkT-[leTepbypr,
Poccus; ORCID: 0000-0001-9073-1445; eLibrary SPIN: 1410-4035;
e-mail: xander57@mail.ru

Mapus lOpbeBHa ®oMuHa, f-p Mes. HayK, npodeccop Kadeapsl
HEOHAaTOMOrMM C KypCamm HeBPOJIOTMM U aKyLLIEPCTBA-TUHEKONO-
rv haKynbTeTa NoCNeBy30BCKOr0 M AOMOSHWTENBHOO Mpodec-
CMOHanbHOro 0bpasosaHus, PrBOY BO «CaHkT-MeTepbyprckuii
roCYApCTBEHHbIN NeANATPUYECKNIA MEANLMHCKUIN YHUBEPCUTET»
Mwh3ppasa Poccum, CankT-leTepbypr, Poccus;

ORCID: 0000-0001-6244-9450; eLibrary SPIN: 2463-2127;

e-mail: myfomina@mail.ru

Auppeii EBcTaxneBuy MOHATULINH, KaHA. MeA. HaYK, [OLEHT
Kade/pbl HEOHATONOMMM C KypcaMu HEBPOSOrUM 1 aKyLLep-
CTBA-rMHEKONOr1M haKynbTeTa NOCeBY30BCKOrO U A0MON-
HUTENBHOrO MpoeccuoHanbHoro obpasosanus, ®FE0Y BO
«CaHKT-[1eTepbyprckuin rocyaapCTBeHHbIA NeanaTpUyeckmin Me-
OVLUMHCKMI yHMBepcuTeT»Munaapasa Poccum, CankT-lletepbypr,
Poccws ; ORCID: 0009-0009-9154-6781; eLibrary SPIN: 5000-2299;
e-mail: aponyat@mail.ru

Anekceit BnagpumupoBuy MuHUH, KaHa. Mefl. HayK, AOLEHT
Kadeapbl HEOHATOMOMMM C Kypcamu HEBPOJIOT WM U aKyLLep-
CTBa-TMHEKONOrMM daKynbTeTa NoCNeBy30BCKOro ¥ A0M0N-
HUTENBbHOrO MpodeccroHanbHoro obpasosanus, ®rE0Y BO
«CaHKT-lTeTepbyprckuni rocyLapCTBEHHbIN NeAMaTPUYECKUI Me-
OVLMHCKMI YHMBepcuTeT» MuH3apaBa Poccum, CaHkT-[leTepbypr,
Poccus; eLibrary SPIN: 4533-1166; e-mail: alexey_minin@mail.ru

* ABTOp, OTBETCTBEHHIN 3a nepenwcky / Corresponding author

Vol 15(4) 2024

D0I: https://doi.org/10.17816/PED154111-124

Pediatrician (St. Petersburg)

AUTHORS' INFO

*Dmitry 0. Ivanov, MD, PhD, Dr. Sci. (Medicine), Professar,
Chief Freelance Neonatologist of the Ministry of Health of Russia,
Rector, Head of the Department of Neonatology with courses of
Neurology and Obstetrics and Gynecology of Faculty of Retrain-
ing and Additional Professional Education, Saint Petersburg State
Pediatric Medical University, Ministry of Health of the Russian
Federation; address: 2 Litovskaya st., Saint Petersburg, 194100,
Russia; ORCID: 0000-0002-0060-4168; eLibrary SPIN: 4437-9626;
e-mail: doivanov@yandex.ru

Alexander B. Palchik, MD, Dr. Sci. (Medicine), Professor of the
Department of Neonatology with courses in Neurology and Obstet-
rics of Gynecology at the Faculty of Postgraduate and Additional
Professional Education, Saint Petersburg State Pediatric Medical
University, Ministry of Health of the Russian Federation, Saint
Petershurg, Russia; ORCID: 0000-0001-9073-1445;

eLibrary SPIN: 1410-4035; e-mail: xander57@mail.ru

Maria Yu. Fomina, MD, Dr. Sci. (Medicine), Professor of the De-
partment of Neonatology with courses in Neurology and Obstet-
rics of Gynecology at the Faculty of Postgraduate and Additional
Professional Education, Saint Petersburg State Pediatric Medical
University, Ministry of Health of the Russian Federation, Saint
Petershurg, Russia; ORCID: 0000-0001-6244-9450;

eLibrary SPIN: 2463-2127; e-mail: myfomina@mail.ru

Andrey E. Ponyatishin, MD, PhD, Associate Professor

of the Department of Neonatology with courses in Neurology
and Obstetrics of Gynecology at the Faculty of Postgraduate

and Additional Professional Education of the Saint Petersburg
State Pediatric Medical University,

Ministry of Health of the Russian Federation, Saint Petersburg,
Russia ORCID: 0009-0009-9154-6781; eLibrary SPIN: 5000-2299;
e-mail: aponyat@mail.ru

Alexey V. Minin, MD, PhD, Assaciate Professor

of the Department of Neonatology with courses in Neurology

and Obstetrics of Gynecology at the Faculty of Postgraduate and
Additional Professional Education, Saint Petersburg State Pediatric
Medical University, Ministry of Health of the Russian Federation,
Saint Petersburg, Russia; eLibrary SPIN: 4533-1166;

e-mail: alexey_minin@mail.ru




VICTOPUA Tom 15, Ne 4, 2024 Meauatp
125

DOI: https://doi.org/10.17816/PED154125-133

Cto net anpokpuHonorum B Poccun. U3 uctopum petckou
3HpokpuHonorum B Cankr-lerepbypre
E.B. bawnuua ', J1.B. Twiptosa 2, 10.J1. Ckopopok 2, 0.C. bepcexesa '

! CeBepo-3anafiHblil rocy4apCTBEHHbI MeMUMHCKMIA yHuBepcuTeT uM. W.A. Meunmnkosa, CankT-letepbypr, Poccus:;
2 CaHKT-MeTepbyprckuit rocyaapCTBEHHbIN NeauaTpuieckii MeauuUMHCKuA yHnsepcutet, CankT-MeTepbypr, Poccust

AHHOTALNA

OpHa M3 camblX AMHAMMYHO Pa3BUBAIOLLMXCA OTpacneil MeAuLMHBI, SHLOKPUHONOMMSA, KaK OTAENbHas OUCLMNAMHA CyLle-
cTByeT HeMHoruM bonee 100 neT. ABTOpPOM OAHOTO M3 MepPBbIX PYKOBOACTB MO 3HAOKpWHOMoruu B Poccum m ocHoBare-
NeM LUKOJIbl JIEHUHIPAACKON KIIMHUYECKOW 3HAOKPUHOMOTMM Obln npodeccop Bacunuii MaBpunosuy bapaHos (1899-1988).
B 1926 r. Ha kadenpe Tepanun JIeHWHrpaLCKOr0 rOCYAAPCTBEHHOTO MHCTUTYTA ANS YCOBEPLUEHCTBOBAHWA Bpayen bbinio
OTKPbLITO 3HAOKPUHONOTMYECKOE OTAENEHMe Nog ero pykoBoactBoM. B 1963 r. B 3ToM y4ebHOM 3aBepeHun npodeccop
B.I'. bapaHoB ocHoBan Kadeapy 3HLOKPUHONOMMM, KOTOpasi B HacTosLLee BpeMst HOCUT UMS ydyeHoro. B.I. bapaHoB yaensn
ocoboe BHMMaHMe BOMpOCaM 3HAOKPUHHBIX 6one3Hel B feTcKoM Bo3pacTe. BmecTe ¢ akapgemukom A.O. TypoM oH cTan uHm-
LiMaTopoM CO3JaHNA 3HLOKPUHONOrMYECKo cnyxbbl B neguatpum. Tonbko B 1998 1. K ye cylLecTBYHLIMM nporpaMMam
MOArOTOBKM Bpayei N0 CreuuanbHOCTH «3HLOKpUHONorus» fobaBunach HoBasi, OTKpbITas No npukasy MuHagpasa Poccun
CreumanbHOCTb «4eTCKas 3HAOKPUHoNorusy. O4HAKO ee pa3BUTME W CTAHOB/IEHWE KaK OTAENbHOWM MeAMLIMHCKOW AUCUMMIIN-
Hbl Npoxoauno U Ao odumumansHoro npusHaHus. 0cobas ponb B MCTOPUM 3TOFO CTaHOB/IEHWSA NpUHAANIEXUT BpayaM CaHKT-
MeTepbypra.

KnioueBble cnoBa: feTcKas 3HAOKPUHONOTUS; UCTOPUS MeAWLMHBI; SHA0KpUHoNorus CaHkT-Metepbypra.
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One hundred years of endocrinology in Russia.
From the history of pediatric endocrinology

in Saint Petershurg
Elena B. Bashnina ', Ludmila V. Tyrtova?, Yulia L. Skorodok 2, Olga S. Berseneva '

! North-Western State Medical University named after 1| 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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Mpodeccop Kadeapbl IHAOKPUHONOTMM UM. aKafleMuKa
B.I'. bapaHoBa [laHTenenMoH AnekcaHapoBuy CURbHULKMIA
BCMOMMHAN: «...10 Benukoi OTeyecTBeHHOM BOMHbI B Jle-
HWHrpage paboTanu TOMbKO TPU 3HAOKPUHOMOra-TepanesTa.
OpHuM u3 Hux 6bin Bacunwii TaBpunosuy bapaHoB» [5].
C vMeHeM 3TOr0 BENIMKOTO YYEHOro M Bpaya HepaspblBHO
CBAi3aHa MUCTOPUSI BO3HUKHOBEHWS W CTAHOBNEHUS 3HLOKPH-
HOJIOTMM B NeJMaTPUM Kak CaMOCTOATENbHOMO pasfena Me-
DVUMHBI — [ETCKOW 3HA0KPUHOMOTUM.

B 1956 r., byayun rnaBHbIM BHeLUTATHbIM Creuuanu-
CTOM — 3HAOKpUHOMoroM KoMuTeTa no 37paBooXpaHeHmIo
JlennHrpapa B.I'. bapaHos (1899-1988), 3a nneyamu kotopo-
ro 6bi10 CO3AaHMe B ropofie 3HAOKPUHOMOTUHECKOM CITYKObI
ONs B3pOCIOro HaceneHus, NpeaaoXu OTKPbITb CTaLMoHap
C 3HAOKPUHHBLIM NpoduneM s feteii (puc. 1). Uneto co3pa-
HUS CeLan3upoBaHHOr0 AETCKOr0 3HAOKPUHOOMMYECKOro
OTAENeHUs NOLAepXan rasHblA neauatp JleHnHrpaga aka-
aemuk Anekcanap ®epoposuy Typ. Mo npukasy Fopoackoro
oTaena 3apaBooxpaHenus JlenuHrpaga ¢ 1 auBapsa 1957 T.
B AeTcKoi 6onbHMue N2 20 CMONbHMHCKOrO paioHa ropofa
Ha OuaKoBCKOM ynuue 25 KoeK neauaTpuyeckoro 0TAeNeHUs
MOJTYYUIIN CTATYC 3HAOKPUHONOMMYECKHX (puc. 2—-4). Bee 3Ta-
Mbl NOCNeAYHOLLEro CTaHOBNEHUS W Pa3BUTUS LETCKOM 3HA0-
KPUHOMOTMYECKON CNyXbbl B ropofie HepaspbiBHO CBSA3aHbI
C aKaleMUYeCKUMM LLIKONaMm 3HA0KpuHonora B.I. bapaHosa
u negmartpa A.Q. Typa.

MpaKTnyeckas peanusaums Uaen CO3AaHNA AETCKOI 3H-
LOKPUHONIOrMYECKON CNyxObl Nerna Ha nieyn neamaTpos.
EnuzaBeta lpuropbeBHa Khssesckas (1924-1975) bbina
nepBoM 3aBeyioLLen nepeoro B Poccum [eTCKOro sHAOKpU-
HOJIOTMYECKOr0 OTAENIeHNs, CO3AaTeNeM W OpraHu3aTopoM
Cy0bbl [EeTCKOM 3HAOKpUHoNorun B JleHuHrpage (puc. 4).
lMocne OKOHYaHWSA 6-MeCAYHOM MOArOTOBKU B 3HAOKPUHO-
NOTUYECKOM OTLENEHUW IS B3POCTbIX MO CMeLmanbHoCTyI
«3HAOKpUHONOrMA» Ha Kadeape Tepanuu 1-ro JleHnHrpag-
CKOr0 MEeAMLMHCKOr0 MHCTMTYTa UM. akagemuka W.M. MNas-
noBa EnuzaBeta puropbeBHa BepHynacb B AETCKYt 60/b-
HWLl, M Ha4yanacb TpyLHas paboTa nNo afanTauun NpUHLMNOB
«B3POC/ON» 3HAOKPUHOMOTMM K paboTe meauaTtpoB. Ycnexu
B OpraHu3aumn OTLeNeHWs MepBoro LEeTCKOr0 3HAOKPUHO-
nora B CCCP E.I. KHs3eBCKo# OblnM 0TMEYeHbI NPUCBOEHNEM
MOYETHOr0 3BaHMA «3acnyeHHbll Bpad Poccuitckon Pe-
nepaumn», «OTNMYHKMK 34paBOOXPaHEHMA», HarpaxaeHUeM
opLeHoM «3HaK noyeTax. E.I'. KHA3eBcKas bbina Ha3HauyeHa
NepBbIM [MaBHbIM BHELUTATHbIM JETCKUM CNEeLManIMcToOM H-
AOKpuHonoroM JleHnHrpaga.

KnuHuyeckas pabora E.I. KHs3eBcKoi 6bina Hepa3pbIBHO
CBAi3aHa C ee Hay4HbIMM uccnefoBaHuaMu. Ee nepsble cTa-
TbW, OMy6NMKOBaHHbIe B XypHane «Mepuatp» (1965, N2 9,
c. 13-19; 1968, N2 3, c. 68-75), bbIM NOCBALLEHbI BOMPO-
CaM [MarHoCTUKM U JIeYeHUs caxapHoro auabeta y peteii
paHHero Bo3pacTa, BKJIlOYas HOBOPOXAEHHbIX. B 1969 r.
E.l. KHa3eBcKas 3awimTnna KaHAMAATCKYO OUCCEpPTaLMIo HA
TeMy «CaxapHblit auabet y aeTeid», CTaB OLHUM M3 NEPBbIX
KaHAMAATOB MeMLMHCKUX HayK B [LETCKOW 3HAOKPUHONIOMUM.
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Puc. 1. Bacunuin [aBpunosuy bapaHos
Fig. 1. Vasily Gavrilovich Baranov

Puc. 2. OuakoBckas bonbHuua. B nepeoM psgy cnesa Hanpaso:
A.C. Crpoikoga, B.I". bapaHos, E.I'. KHsseBckas
Fig. 2. Ochakov hospital. In the first row from left to right:
A.S. Stroikova, V.G. Baranov, E.G. Knyazevskaya

A.O. Typ
Fig. 3. Ochakov hospital. In the first row: G.F. Matsko, A.F. Tur

BaKHO 0TMETUTb, YTO CChIIKM Ha paboTbl Ennsasetsl Fpuro-
PbEBHbI B HAay4YHbIX NYONMKaLMAX BCTPEYaNUCh A0NTUE FOAbI.
M.A. }yKoBckuit B KHure «JleyebHoe nuTaHWe [eTe,
DonbHbIX caxapHbIM auabetoM» [3] ccbinaetcs Ha paboty
E.l. Knsa3eBckoii B rnaBe «OcobeHHOCTH caxapHoro auabeta
y BeTel NepBoro rofia JM3HU U PeKOMEHAALMM N0 NMUTaHIO».
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Puc. 4. OCHOBOMONOMKHMKM AeTCKOM 3HAOKpuHonorum B CaHkT-NeTepbypre: B.I. bapaHos, E.I. KHsasesckas, A.C. CtpoiikoBa, A.O. Typ
Fig. 4. The founders of pediatric endocrinology in St. Petersburg: V.G. Baranov, E.G. Knyazevskaya, A.S. Stroikova, A.F. Tur

Puc.

OH nuwer: «E.l. KHA3eBcKaa M3 KNMHUKKM akapemuka AMH
CCCP B.I'. bapaHoBa (JleHWHrpag) cuMTaeT, YTo B Clyyae us-
neyeHns HOBOPOXKAEHHOIO OT CaxapHoro AnabeTa MOXHO ro-
BOPUTb O pereHepaLiy v OCTPOBKOB NOAXKENYA04HOM Kenesbl».
K coxxaneHuto, xu3Hb E.I. KHszeBcKo obopBanack Tparnye-
CKM, OHa nornbna B aBTOKaTacTpode.

CraHoBneHWe [LETCKOW 3HLOKPUHOMOTUYECKON CIyHOb
JlennHrpaga conpoBoxpaanoch GOpMMPOBaHUEM CUCTEMBbI
MoOArOTOBKM KafpoB, HauMHas C OpraHM3auuu OTAESbHbIX
LMKIIOB ANS CTYAEHTOB MeAMaTpuyeckux dakynbTeToB, 3a-
KaHuMBas NpodeccMoHanbHOW MOLrOTOBKOM M Nepenoaro-
TOBKOM Bpayeii-neamaTpos.

C nepBbIX OHeW pa3BUTUA CNYXObl aKTUBHBIM Y4aCTHM-
KOM 3TOro npouecca B NpaKTMYeCKOM 3ApaBO0XpaHeHUH
1 0bpa3oBaHuK Bbina acCUCTEHT, BNOCNEACTBAN [OLIEHT Ka-
(enpbl rocnuTanbHo NeanaTpuv JIeHUMHrpaAcKoro nepua-
TPUYECKOr0 MeIMLIMHCKOr0 UHCTUTYTa (3aBeAytoLLas — npo-
(eccop Bepa VBaHoBHa KanuHuuyesa), yyeHWLa aKafieMuKa
A.®. Typa — lN'yHacpa OpaHuesHa Mauko (1926—-2006) (puc. 5).

Mo nopyyenuto akagemuka Typa I.®. Mauko paspabo-
Tana nporpaMmMy UMKna «J[leTckas 3HLOKpUHOMOrMS» ANns

5. JIeHWHrpaacKkuit nesuaTpuyeckuin MeOUUMHCKUIA  UHCTUTYT.
Kadenpa netckux bonesHeit. Bo 2-M psay B ueHTpe: B./. KanuHuyesa, A.®. Typ,
I.®. Mauko
Fig. 5. Leningrad Pediatric Medical Institute. Department of Children’s Diseases.
In the 2" row in the center: V.l. Kalinicheva, A.F. Tour, G.F. Matsko

D0I: https://doi.org/10.17816/PED154125-133

Puc. 6. l'yHaca GpaHuesHa Mauko
Fig. 6. Gunefa Frantsevna Matsko

CTYAEHTOB JIEHUHrpaCKOro NeAMaTpuyeckoro MeauumH-
ckoro uHctutyTa (JINMK). C 1967 r. u Ko nocnefHux AHeil
I.®. Mauko npenojaBana CTyLeHTaM JETCKYK 3HAOKPUHO-
NOruto, bbisia KOHCYbTaHTOM-3HA0KPUHOIOTOM NMPaKTUYECKU
BO BCEX KPYMHbIX CTaLMOHapax ropoaa, Cpeamn HUX eTcKas
bonbHuua uM. KA. Payxdyca, aetckas 6onbHuua N 2 Mapum
Marganuubl, Bce KamHuku JINMMA (puc. 6). B apxuBe basbl
nateHToB CCCP nmMeetcsa nsobpetenne cotpyaHukos JITTMU,
B YMCIie KOTOpbIX AoLeHT Mauko, — «Cnocob amarHocTuku
CTeneHm TAECTU caxapHoro auabeta y aeteii» (1986) .
Ocobast ponb B CTAHOBMIEHUW JETCKOW 3HLOKPUHOMOMUK
B JleHWHrpage nNpUHaANeXWUT TepaneBTy-3HLOKPUHONO-
ry B3pocnoi cetm AHHe CamapbeBHe CTpoikoBon (1923-
2014), yyenuue B.I. bapaHoBa. Y:Ke yepe3 HeCKONIbKO Me-
CALEB MocNie OTKPbITUA LETCKOr0 3HLOKPUHONOMMYECKOro

! Cnocob amarHoCTMKN CTeMeHn TSKECTM caxapHoro auabeta y ae-
Teit: nat. SU1456893A1. CCCP: MINK GOTN 33/48(2006.01) / N1.A.lanunosa,
H.W. NNonatuHa, J1.B. Hukonaesa, I.®. Mauko, t0.A. Knsses, J1.J1. Baxpy-
LieBa; 3asBUTENb M naTeHToobnanatenb JIeHUHrpafcKuil nepmatpuye-
CKUN MeaMLMHCKMIA MHCTUTYT. N2 4109364.1986.08.06; 3asBn. 1986.08.06;
ony6n. 1989.02.07.
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Puc. 7. AnHa CamapbeBHa CTpoiikoBa
Fig. 7. Anna Samaryevna Stroikova

oTaeneHus B bonbHuLe Ha OuakoBckoii ynnue E.I. KHa3eBcKas
u A.C. CrpoiikoBa NpoBOAMNM KOHCYNbTaTUBHbIE MPUEMbI
B ABYX MOSMK/IMHWKaX ropoAa (cM. puc. 2, 4, 7). Hauanoco
(opmupoBaHue ambynaTopHoi Cybbl JETCKUX 3HAOKPU-
HonoroB. bnarogaps ycunuam A.C. CTpoikoBoi B KaXaoM
paiioHe ropoja NosBUIKUCH MeamaTpbl-3HA0KPUHOMOTW.

MpuHMMas Bo BHUMaHKe daKT HeobX0AUMOCTH TLLaTeNb-
HOro KOHTPONS 3aMeCTUTENbHOW Tepanuu Npu BCeX 3HIO0-
KPUHHBIX 3a00N1eBaHNAX B LETCKOM BO3pacTe, cnefys NpuH-
LMnaM, BHeAPEHHbIM B 3HAOKpuHonoruio B.I. BapaHoBbiM,
AnHa CamapbeBHa copmupoBana anroputMbl paboTbl Kak
C MaumMeHTaMK, TaK U ¢ ux poautensmu. o ee uHMLMaTMBe
W MpuW ee HenocpeacTBEHHOM yyacTum B 1989 r. bbino opra-
Hu3oBaHo CaHKT-[leTepbyprckoe amabeTtnyeckoe 06LLeCTBO,
LesTeNbHbIM YYaCTHUKOM KOTOpOro OHa ocTaBanach A0 no-
CNefHUX [HeN.

lpn ee nopnepxke n nomown B 1992 r. 6bin opraHu-
30BaH IETHUIA 03[10pPOBMTENbHBIA Narepb Ans AeTei U nof-
POCTKOB C CaxapHbIM f1abeToM, rae oHa paboTana HecKosb-
KO JIeT B unCnie ApYrux BOSIOHTepoB. bnarofaps 3HTy3uasmy
A.C. CrpoiikoBon B CaHKT-[leTepbypre oTKpbIiach LUKoONa 4Jis
OeTen c caxapHbiM guabetom mpu [opogckom guabetono-
TMYECKOM LieHTpe, bblna opraHu3oBaHa rpynna AeTein ¢ ca-
XapHbIM 1abeToM B 1eTCKOM caHaTopumn «ConHeyHoe» [14].

HanmcanHble A.C. CtpoiikoBoii bectcennepol 1980-1990-x rr.
«[lnabet. uTb Ha MHCYNMHe U BbITb 340p0BLIMY», «[lnabet
nof KoHTponeM», «KynuHapHas KHura guabetuka» [8-10]
OKa3asnu OrpoMHYI0 NOMOLLb poauTensm 6oMbHbIX caxapHbIM
AnabetoM peteir. [lonroe BpeMsa ocTaBanacb €LMHCTBEH-
HbIM MpPaKTUYeCKUM PYKOBOACTBOM [Ji Bpayell KHWra u3
cepumn «bubnmoTeka npakTMyeckoro Bpada» — «CaxapHbii
amabet y peten» [1], HanucaHHas B 1980 r. B.I'. bapaHoBbIM
un A.C. CTpoiiKoBoii.

CnepytoLumin atan opMMpOBaHMSA LETCKON 3HLOKPUHONO-
TUYECKOW CIyXKObI B JIeHMHrpaze CBSA3aH C pacLLMPeHNEM YuC-
na 3HLOKPUHOMOMMYECKUX KOEK B 6onee KpynHOM CTaumoHape
ropoga. [letckan ropoackas bombHuua N2 19 um. KA. Payx-
(yca cTana HOBbIM AOMOM ANS AETCKOW 3HAOKPUHOMOMUH
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Puc. 8. B.I. bapaHoB ocMatpuBaet pebeHka
Fig. 8. V.G. Baranov examines the child

B 1974 1. CeronHa 3To [leTCKUiA ropoACKOA MHOronpodub-
HbI/A KIIMHUYECKUIA LIEHTP BbICOKUX MEMULMHCKNX TEXHONOMMA
uM. K.A. Payxdyca.

[epBOHaYaNbHO LETCKOE 3HAOKPUHONIOrMYECKOE OTAeNe-
Hve Ha 60 KoeKk pasMeLLanocb B 3aaHuM Ha CyBopoBCKOM
npocnekTe, 4. 4. 3necb neunnu petei, obyyanu nepcoHarn,
YUMAM CTYLEHTOB W KJIMHUYECKUX OpAVHATOPOB, acMMPaHTh
MPOBOAMMN Hay4Hble U3bICKaHWUA AN CBOMX AMcCepTauumii [2].

BesycoBHo, camMas BaxHas KIMHUYecKas paboTa nexa-
Na Ha nneyax Bpayeii-neanaTpoB, MOAYYUBLLMX 3HAOKPU-
HOJIOrMYeckoe 00pa3oBaHKe HEMOCPeACTBEHHO Ha paboyeM
MecTe, B OTAe/eHWM, Npyu 06X0ax U KIIMHUYECKMX pa3bopax
B.I. bapaHosa, E.I. KHszesckoit, I.®. Mauko, A.C. Crpoit-
KOBOM.

B.I'. bapaHoB [0 nocnefHNUX GHEN CBOEW JWU3HW MPOBO-
[vn 06xo[ibl M KOHCYNbTUPOBAT NaLMEHTOB B AETCKOM 3HA0-
KPUHOMOrMYeckoM oTaeneHumn bonbHuubl uM. K.A. Payxdyca
(puc. 8).

B 1981 r. B cBsisn c nepexogoM A.C. CTpoiKoBoii Ha
KOHCYNbTaTUBHYKD paboTy 3aBefOBaHUE OTAENEHWUEM MpU-
Hana Jlapuca BacunbeBHa Hukonaesa, B 1982 r. Ha paboty
B 0TAeneHve npuwnm Bepa JbBosHa Jlucc, Jliopmuna BukTo-
poBHa TbipToBa, B 1984 — Hatanba ®epopoBHa Tonkauésa,
B 1985 — TartbsHa KoHcTaHTuHoBHa Conoxai. B 1990-e rr.
K HUM npucoegmumnnce Anna HukonaesHa Yaanosa v Enu-
3aBeta PomaHoBHa [locoBuukas. B nocnepyiowme rofbi,
HECMOTPA Ha peopraHu3auuu, Mepexofbl Ha PasnnuHble
LOKHOCTW, NepedBMKEHUa No cnyxbe, 3TM BbICOKONPO-
(eccmoHanbHble Bpauu ¢ 6a30Bo NeaMaTpUYECKon Noaro-
TOBKOM ObIM rNaBHbIMKU CMELManUCcTaMu KOHCYbTaHTaMu
B 00/1acTV 3HLOKPUHONOTMM NS BCEW FOPOLCKON [ETCKOM
CNy0bbl ¥ 0JHOBPEMEHHO HAaCTaBHUKaMM [ MONObIX KITW-
HWYECKMX OpaMHaTopoB Kadeap neauatpum JINMMU, Meaou-
LIMHCKON aKafeMuu MocTAMNIOMHOro 06pa3oBaHus U3 BCeX
pernoHoB Cesepo-3anaga Poccun. BmecTte ¢ Bpadamu fieun-
71 60IbHBIX M YYUNU CTYLEHTOB acCUCTEHTLI Kadeapbl neau-
atpum uMm. A.®. Typa Hatanbsa BacunbesHa NapiumHa v Eneta
bopucosHa balHuHa.
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Puc. 9. JleoHna Mapkosuy

Puc. 10. Bepa JIbBoBHa

CKoponok Jnce
Fig. 6. Leonid Markovich Fig. 10. Vera Lvovna
Skorodok Liss

Mpouecchbl GopMMpOBaHUS anropUTMOB 3HAOKPUHONOTY-
YeCKOM NOMOLLM JeTAM NPOXOAUAM NapannesisHo C opraHu-
3aLMelt CUCTEMBI MOATOTOBKM Bpadeil. M3HavanbHO nepua-
TPOB OCHOBaM 3HAOKPUHONOrMM 0byyanu Ha Kadeapax ons
TepanesTtoB. B 1963 r. B JlennHrpaackoM rocyaapcTBeHHOM
MHCTUTYTe yCOBepLUEHCTBOBaHUS Bpayen uM. C.M. Kuposa
(TMOYB) ycunusaMM aKapeMuka AKafeMu MeaMLMHCKNX
Hayk CCCP B.I'. bapaHoBa 6binia oTKpbITa Kadeapa sHLOKpU-
Hosoruu, oH oTobpan W BocnUTan rpynny npernofaBaTesniei,
KOTOpble MOA ero pyKOBOLCTBOM Y4MNK NeLuUaTpoB.

B 1965 r. B 3HA0KpUHONOTMYECKOM 0TAeNeHMn Ha Oua-
KOBCKOM YNnLie NOSBMICA MONIOLON YYeHbIN, aCMUPaHT ABYX
Kadepp — nepmatpum N 1 npodeccopa H.A. LLlankoBa u 3H-
JOKpuHonorum akagemuka B.I. bapaHoBa JleHuHrpaackoro
MIOYyBa — Jleonnp Mapkosuy Ckoponok (puc. 9). Ero Ha-
yuHas paboTa peanu3oBanacb B KaHAMOATCKOW OuccepTa-
umm «HekoTopble NoKasaTenu TeYeHUs TMNOTUPeo3a y feTei
B 3aBMCMMOCTM OT CPOKOB Hauana ropMoHasibHoW Tepaniu
U CTEMNeHW KOMMEeHCaLMU He,0CTaTOYHOCTY LMTOBUIHOM Xe-
nesbi» [7]. B mapte 1970 r. J1.M. Ckopogok 6bin u3bpaH no
KOHKYPCY acCUCTEHTOM Kadefpbl rocnuTanbHOW NeamaTpumn
akapemuka A.®. Typa JINMW, B uioHe 1970 r. cTan 0gHUM U3
MHMLMaTOpoB opraHn3aumu epBoi BeecotozHomn KoHdepeH-
LM neamaTpoB-3HA0KPUHOIOroB B VBaHoBe.

C npuxonoM JleoHnaa MapkoBuya Ha Kadeapy B MHCTU-
TyTe NOSBUNOCh HOBOE HaNpaBfieHWe KaK B MpenojaBaHuu
neamaTpum, Tak W B HaydyHoW JeAtenbHocTU. Ero nexuwmm
W LMK 3aHATUIA ANS CTYAEHTOB 5 Kypca No LeTCKOMN 3HAOKpHU-
HOJOMMW NONb30BAICh YCMEXOM Cpeay CTYAEHTOB U KONer.
B 1979 r. B yuebHuKe no feTCKUM BonesHAM, U3AaHHOM MO,
pepakuuen A.®. Typa, 0.9. Tapacosa 1 H.[1. Labanosa [13],
BriepBble NOABUNACH rMaBa «IHAOKPUHHbIE 3aboneBaHus».
J1.M. CkopopfoK Hanucan ee B C0aBTOPCTBE C BpadyaMu LeT-
CKOro 3HAOKpUHonornyeckoro otaenequs E.I. KHsa3eBckoi
n A.C. CtponkoBoin. [loktopckas aucceptaums J1.M. Ckopoaka
«HapywwieHus runotanamo-runom3apHo-roHagHbIX B3au-
MOCBS3eii NpU FMNOroHafM3Me W 3afiepIKKe MosoBoro pas-
BUTWSA Y MabuuKOB, NYTU UX AWMarHOCTUKM U KOppeKummny [6]
bbina ycnewHo MM 3awmuwieHa. K coxanenuto, 3BaHue
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[LOKTOpa MeAULIMHCKUX HayK — MepBOro AeTCKOro 3HA0KpU-
Honora B JleHuHrpage, 66110 NPUCBOEHO EMY YXKe MOCMEPTHO,
OH CKOHYarcs U3-3a Tshxeson bonesHu.

PasBuTie cny0bl 3HLOKPUHONOrNYECKON NOMOLLM LETAM
JleHuHrpaga 6bin0 HepaspbiBHO CBA3AHO CO CTAHOBJIEHUEM
cucTeMbl 0bpasoBaHusa Bpayen. C Hayana paboThbl 3HAOKPUHO-
noruyeckoe otaeneqne 6onbHMUbl MM. KA. Payxdyca crano
KIMHUYecKoi 6a3oi MeamumMHCKuX By30B CaHKT-[leTepbypra.
MepBbIii CNELMan13npoBaHHbIii Kypc MOArOTOBKM NeaMaTpoB
Mo 3HA0KPUHOMOrMKM Bbin opraHu3oBaH B JINMMU Ha Kadeape
neauaTpum GaKynbTeTa ycoBepLUEHCTBOBaHMA Bpayen (DYB),
pykoBoaun Kotopoi npodeccop H.M. Wab6anos, B 1990 .
KnuHuueckas noarotoBKa LETCKUX SHLOKPUHOMOrOB Npu 06-
YUEHUM Ha Kypce OCYLLEeCTB/IANACh B 3HLOKPUHONOMMYECKOM
otaeneHu bonbHuubl uM. K.A. Payxdyca. Bpaun-negnarpei
M0 OKOHYaHWM Kypca Nolydant ceptTudmKar cneumanmcTa sH-
LoKpuHonora o 1998 r. HemocpefcTBEHHBIM OpraHU3aTopoM
1 pyKoBoauTeneM Kypca bbina B.J1. Juce (puc. 10).

B.J1. Jlucc (1946-2003) nocne oKoHYaHUsi opAMHaTYpbI Ha
Kadeape A.9. Typa paboTana B 3HAOKPMHONIOMMYECKOM OTAE-
NeHun Bpa4oM-neamatpoM B 1982-1985 rr., 3awmtuna KaH-
OMIATCKY auccepTaumio «3afepiKKa NojoBoro passuTvs
Y MaJb4MKOB, CMHPOM HenpasunbHoro nybeprartax [4]. Bepa
JIbBOBHa monyumna yyeHoe 3BaHue AOLEHTA Ha Kadenpe
OYB JINMW v Bonnotuna Meyty JSleoHnaa MapkoBu4a — c03-
[aTb CaMOCTOATENbHbINA KypC MpenofaBaHus LEeTCKON 3HA0-
KPUMHOJIOTWM [N1S1 Bpayeid, Hanucana rna.bl No 3HLOKPUHOMOMH
B yuebHuKe «J[leTckue bonesHu» [11] n «HeoHatonorus» [12]
noa pepakuven H.M. LWabanosa, nogrotoBuna K neyatu
PYKOBOACTBO AJ1s1 Bpayeil «[lMarHocTMKa u neyeHne 3Hmo-
KPUHHbIX 3aboneBaHuii y feTeil M nogpoctkoB» (2003), Ho
[0 BbIX0[ia ee B CBET He A0XWNa. PykoBoAcTBO Ans Bpavei
BbiNio MepensnaHo ceMb pa3 U MOb3yeTcs NONYASPHOCTHIO
Cpeav Bpayeil — AETCKUX 3HLOKPUHOMOr0B 40 HACTOSALLEro
BpEMEHM.

Kypc «[leTckass 3HAOKPUHONOMMA», OpraHW30BaHHbINA
B.J1. Jiucc B JINMW pna Bpauei, ocTaBancs HeU3MeHHbIM
Mo COCTaBy NpenojaBaTefied M MpUHLMNAM OpraHu3auuu
y4ebHOro npouecca, HeCMOTpPA Ha CMeHy Kadegap, B pam-
Kax KoTopbIx Benocb 0byyenne. CerogHa 3to Kadepapa ne-
gvatpun umenu npodeccopa M.M. BopoHuoBa dakynbTeta
MoCneBy30BCKOr0 M JOMOJHUTENIBHOMO NMPOQeccHoHanbHoro
obpasoBaHus.

locne aBapumn Ha YepHOObINLCKOI aTOMHOM 3NIEKTPOCTaH-
umm B 1986 r. 6puraapl Bpauen JINMMU Bole3wanu B pervoHbl
Benopyccum ans ocMoTpa AeTen, NPOKMBAKLLMX B PErMoHax
paamaLmMoHHOro 3arpsasHeHus. B rpynny Bceraa bbin BKIOUeH
neamatp-3HAoKpuHoror. BosHukna HeobxoanmocTb gonon-
HuTenbHO obcnesoBaTh AeTel U MOAPOCTKOB, Y KOTOPbIX MK
ocMoTpe bbin BbisIBNEH pUCK 3HAOKpUHoNaTuu. C 3ToM Lienblo
B 1990 r. no mHMumatmee npodeccopa JlbBa Bnagumuposu-
ya JpMaHa, B TO BpeMs 3aBeflyloLLero KadeLpoi aKkafeMuKa
A.®. Typa, B0 2-11 rocnuTanbHomn kKnuHuke JINMMA Hadanm o06-
CnesoBaTh U JIEYUTb NALMEHTOB C SHLOKPUHHBIMM 3aboneBa-
Huamu. B 2009 r. B JINMU Bbino oTKpbITO BTOpOE B ropofe
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3HJOKPUHONOTMYECKOe oTheneHne. B HacToswee Bpems
B K/IMHMKe obcnefyloT M nedat geten U3 JleHWHrpaacKou
obnactu, Ceepo-3anagHoro defepanbHOro oKpyra u pe-
rmoHoB Poccun. KnuHuka sBnseTcs 6a3oil ons cTyAeHTos,
opAMHaTopoB, acnupaHToB CaHKT-lleTepbyprckoro rocynap-
CTBEHHOr0 NeAWaTPMYECKOro MeAULMHCKOTO YHUBEpCUTETA.

B 2009 r. B coctaBe MHCTUTYTa 3HAOKpHUHONOTMM LieHTpa
Anma3oBa 6bina opraHusoBaHa HayuHo-uccnefoBatenbckas
nabopatopus (HWJT) metckon aHgokpuHonorun. C 2010 T.
no Hactosiee BpeMs HWJT peTcKomn aHLOKpUHONOIMW 3aBe-
ayet npodeccop WpuHa JleopoBHa HukutUHa.

B 2017 r. B cBA3W C OTKPbITUEM HOBOrO [ETCKOrO Jle-
yebHO-peabunuTaLMOHHOro KOMMJIEKCa KOMYECTBO Mpo-
(GUNBHBIX KOEK MO JAEeTCKOW 3HLOKPUHONOrMK Oblo yBe-
nnyeHo. B HacTosiee BpeMs oTAeneHWe ocyliecTBnseT
LMarHoCTUYECKYH0 1 Nle4eBbHY0 NOMOLLb AETAM C 3HL0KPUH-
HOM natonorueit u3 pernoHoB Poccum n cTpaH bnmkHero
3apybexbs.

Kadenpa sHookpuHonorum uM. akagemuka B.I. bapa-
HoBa CeBepo-3amajHoro rocynapCTBEHHOr0 MeAMLMHCKO-
ro yHuBepcuteTa — Kadefpa OCHOBOMOMOXHUKA LETCKOM
3HAOKpUHOMorMM B Poccuy — npogosmkaeT nojaepuearthb
3anoxeHHble UM B 1963 r. Tpagmumn. Lo 2001 r. nogroTos-
Ka Bpayen-3HAOKPUHOMOroB B AkafieMum nocnesuniaoMHoro
0bpa3oBaHus BKIlOYaNa B CebA NEKLMOHHBIN Kype Ans Bpa-
yeli NeaMaTpoB, NefuaTpsbl NonyyYanm 06pa3oBaHne B paMKax
NporpamMMmbl MOBLILLEHNS KBaNUGbUKaLMK NO 3HLOKPUHOMO-
rum. K yxxe CyLLeCTBYHOLLMM NporpamMMaMm NoLroTOBKM BpaYeil
Mo CrneumanbHOCTU «3HAOKPUHONOrMsA» [obaBunack HoBas,
OTKpbITas No npukasy Muxsapasa Poccum B 2012 r.° ceum-
anbHOCTb «[EeTCKas 3HLOKPUHONOMUSAY.

BonpocaM cTauMoHapHOi NOMOLLKM, HEOTIOKHOW Tepa-
MWK ¥ aMbyNnaTopHON [ETCKOW 3HAOKPUHONOTMM NOCBSILLEHDI
HayuHble WUCCNeLoBaHNUA COTPYAHUKOB Kadenp nenuatpum
1 3noKpuHonorun B CankT-letepbypre. C 2001 r. neamartpsbl
3awmtun 19 KaHaMLATCKUX W TPU LOKTOPCKME auccepTaLmm
C WudpoM cneumanbHOCTU «3HA0KPUHONOTUS».

C KoHua 1990-X rr. poccuinckue HayyHble MCCNeAoBaTeNb-
CKWe LieHTPbl HayamM nosyyaTb MPUraLleHns y4acTBoBaTb
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B MEX/[YHapOAHbIX MHOTOLEHTPOBbIX KIIMHUYECKUX UCChe-
[0BaHUAX MO LETCKOW 3HAOKpuHonoruu. bonee 20 net ne-
Anatpbl-3HaoKpuHonory Cankt-etepbypra, nponas otbop
COTNacHO KpUTEPUAM Ha NPaBO 3aHMMATLCS UCCNEA0BaTeSlb-
CKOW paboToi, y4acTBYIOT B MEXAYHAPOAHbIX KJIMHUYECKUX
nccnefoBaHuax no agdeKTUBHOCTM M besonacHoCTH pasnuy-
HbIX MpenapaTtoB B AETCKOW 3HAO0KPUHONOTUN.

B 3aknioueHue cnepyet oTMeTUTh: B CaHKT-lleTepbypre
[LeTCKasn 3HAO0KPUHONOTUSA KaK OTAeNbHas MeAULIMHCKas crie-
LManbHOCTb HepaspblBHO CBS3aHa C MMEHaMU aKaJeMUKOB
B.I. bapaHoBa 1 A.®. Typa. VX yYeHMKN U YYEHUKU UX yde-
HWKOB, BHe 3aBWUCMMOCTW OT MecTa paboTbl M 3aHMMaeMoii
LOMKHOCTb WM HAy4HOro 3BaHWSA, NPOAOIIKAKT COXPaHATb
3aN0eHHble UMM TPAAMLIMUA M MPUHLMMBI IPEEMCTBEHHOCTH,
OTBETCTBEHHOIO OTHOLLEHMS K BblbpaHHOW crieumanbHoCTy.

AONO/IHUTE/IbHAA UHOOPMALIUA

Bknap aBTOpoB. Bce aBTOpbI BHEC/M CYLLECTBEHHbIA BKaL
B pa3paboTKy KOHLenuwuu, NpoBefeHUe WCCNefoBaHUs W Noj-
FOTOBKY CTaTbW, MPOYAM U 0406punu duHanbHy0 BEpCUIO Nepeq
nybnmKaume.

KoHdnukT uHTepecoB. ABTOpbl AEKNApUpYKT OTCYTCTBUE
SBHbIX W MOTEHLMaNbHbIX KOH(IMKTOB MHTEPECOB, CBA3AHHbIX
¢ nybamMKaumeit HacTosLLEeN cTaTby.

UcTouHuk dmHaHcupoBaHus. ABTopbI 3asBNSOT 06 OTCYTCTBUM
BHELUHEro hMHaHCMPOBaHWUSA NPy NPOBEAEHUN UCCIIe0BaHMS.
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