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O6ocHoBaHHne. MeKOHUEBBIN naeyc ABASETCS OHUM M3 MPOSIBAEHUI MyKOBUCLUMAO3a U XapaKTepu3yeTcs 06Typauuei
KULLIEYHMKa BA3KUM MEKOHWEM, 4TO HEepPeaKO NPUBOAUT K palBuUTUIO nepdopaumnn u neputoHuTa. TpebyroT AasibHenLlwero
MU3YYEeHUS] BOMNPOCHl PaHHEN AMarHOCTUKM MYyKOBUCLIMAO3a M TaKTUKM BEAEHUS HOBOPOXAEHHbLIX C MEKOHMEBbLIM WUEYCOM
fpu oTpuUaTesibHbIX pe3yabTataX HeoHaTalbHOro CKPUHMHIa Ha UMMYHOPEaKTUBHbIN TpurcuH (MPT), a Takxe npu4nHbI
M MexaH13Mbl CHuxeHus MPT npu MeKoOHHMeBOM wiaeyce. OnucaHme KAMHNUYEeCKoro cayyas. [1py npoBejeHnn naaHoBoro
Y/IbTPa3BYKOBOro UCCIeA0BaHUsA Ha 33-1 He 6epeMeHHOCTH Y BHYTPUYTPOBHOro pebeHKa BbisiBI€HbI IPU3HaKn 06CTPYKLMN
TOJICTON KULLIKU M MEKOHMEBOIO NepUTOHUTA. 10 9KCTPEHHbIM MoKa3aHusiM B 1-e CyT rocse poxKAeHUs NpoBejeHO onepa-
TUBHOE sieqyeHmne neputoHuta. C 1-x cyT pebeHoK Ha MBJI1. Ha 8-e cyT u3Hu y pebeHKa rnosiBUINCh MPHU3HaKNU BHyTpuneye-
HOYHOro xoJsiectasa c npsmMoin runepbunnpybuHemmer (4o 100 MKMO/b/N) U NpU3HaKamMu remopparm4eckoro cMHapoma
(KPOBOTOYMBOCTb M3 MECT MHbeKUMH). Ha 10-e cyT Xu3Hu pebeHKa noJsiydeH oTpuLaTesbHbIi pe3ynbTaT aHaau3a KpoBU
Ha WPT (21,6 Hr/mn npu Hopme < 70 Hr/mn). KoHueHTpauus peKasibHOM 3aacTasbl, onpeaeneHHas B TOT )Ke [eHb, CcocTa-
Buna 45 mkr/r (Hopma > 200 MKr/r). Ha 21-e u 23-u cyT XU3HU BbIMOJHEHbI NOTOBbIE NPO6LI, N0 PEe3y/IbTaTaM KOTOPbIX
BbISIBJIEHbI BbICOKME MOKa3aTean XJ0pUA0B MOTOBOM KuaKkoctn (112 mmons/n B obeux npobax, Hopma 30-59 mmosnb/n).
YcTaHoB/IeH AMArHo3 «MyKOBMCLMAO3», K Tepanuu gobasieHa gopHasa anbga (2,5 mr/cyt). 3akno4dyeHue. NMeKoHueBbIn
naeyc sSIBASETCA OAHMM U3 CreUnPUYHbIX KMLIEYHbIX NPOSBIEHUI MyKOBUCLIMAO3a U HEPEAKO OC/IOXKHSAETCS nepgopasmen
KULLIEYHMKa BHYTPHYTPOBHOIro pebeHKa ¢ pa3BUTUEM NepUTOHUTA. [JeT ¢ MEKOHUEBLIM UIEYCOM HY)KAAIOTCS B MPOBEAEHUN
10TOBbIX NPO6 HE3AaBUCHMO OT Pe3y/IbTaTOB HEOHATa/IbHOIO CKPUHMUHTA.

Knro4yeBble cnoBa: MEKOHWEBbIN UIEYC, MEKOHWEBbIN MEPUTOHUT, HOBOPOMAEHHbIA, MyKOBUCLMAO03, OTpuLaTesbHbIi HEO-
HaTaJlbHbl CKPUHUHT, KITMHUYECKUI Clyqan
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OBOCHOBAHME

MeKOHMWEBLIN MEPUTOHUT SBASETCA peaxkow (pacrnpo-
CTPaHEHHOCTb, MO pa3HbiM AaHHbIM, OoT 1 go 3,5 cnyyaes
Ha 100 TbIC. MBOPOXKAEHHbIX [1, 2]) U XKMUIHEYrpoxKato-
Len natonornen (netanbHocCTb gocturaetr 5-8% [1, 3, 4]).
3aboneBaHne pa3BMBaeTCs, Kak npasuno, Bo lI-Ill Tpume-
cTpe 6epeMeHHOCTU B pedynbrate nepdopauun npenmylie-
CTBEHHO MOAB3[0LWHON KULLIKWU BHYTPUYTPOOHOro pebeHKa
C BbIXOIOM MEKOHMS B 6ploLWHyt0 nonocTtb [5]. Mepdpopauns
BO3HMKAET MO NPUYMHE ULLIEMUYECKOTO HEKPO3a KULLEYHU-
Ka 1 ero o6CTPYKUMKU NPU aHOMannax pasBrUTUS NULLEBAPU-
TEeNbHOro TpaKTa [3, 6], a TaKKe MeKoHMeBOM uneyce [7, 8],
[10 MOMIOBMHbI Clly4aeB KOTOPOro CBA3aHO ¢ MyKOBMUCLIMAO-
30M [9]. B HEKOTOPLIX Ciay4yasx MNPUYUHY BHYTPUYTPOOHOM

nepdopaLmm KUWKK YyCTaHOBUTb HE yaaeTcs (uauonatuye-
CKMM MEKOHWEBbLIN NeputoHuT) [7, 10, 11].

PaHHAs npeHaTanbHas anarHocTuka (oo 30 Hepn recta-
LIMM) MEKOHMEBOro NEepuUTOHWUTa ABNSETCH HEeOOXO0AUMbIM
ycnoBueM addeKTUMBHOM Tepanuu, KoTopas 3a4vacTyto
nossosiser u3bexarb OnNepaTtMBHOrO BMellaTeNbCTBa
[1, 12, 13]. HanpotuB, 3ajepXKa npeHaTanbHOM Auar-
HOCTMKM MEKOHMEBOr0 NEpUTOHUTa YBENUYMBAET PUCK
GOpMHUPOBaHUSA MEKOHMEBBLIX KUCT, CNaek, acuuta U, Kak
CNnefcTBME, NPOBEAEHUSA XMPYPrUYecKoro feveHuns [1, 13].
OfHaKo 4yBCTBUTENbHOCTb MpeHaTalbHOW YNbTPa3BYKO-
BOW AMArHOCTUKU MEKOHWMEBOrO NEPUTOHWUTA OrpaHUYeHHa
1 BapbupyeT B npegenax ot 62 o 83% [6, 14]. Npobnemon
OCTaeTcs U YCTaHOBMIEHWE NPUYUHBI NepdopaLnm KULIKK.



TaK, B oTe4yecTBeHHbIX [15, 16] n 3apybexHon [17] paboTax
onucaHbl cny4yan MEKOHMEBOIO Mineyca nNpyv MyKoBucLMao3e
y OeTen ¢ oTpuuaTenbHbIMK pe3ynbTaTaMu HeoHaTalbHOro
CKPUHMHIA Ha MMMYyHOpeaKTuBHbIM TpuncuH (MPT). bonee
TOro, YCTaHOB/IEHO, YTO Y HOBOPOXKAEHHbIX C MEKOHWUEBLIM
MNeycoM MpW CKPWMHWMHIE 3a4acTylo OGHapy*KMBAOT HOpP-
MalbHble WKW Oa)ke HU3KWe KoHueHTpauun UPT [18-20].
B Takux cnyyasx Bbllle BEPOSTHOCTb OTCPOYEHHOW AuarHo-
CTMKM MYKOBWCLMA03a U, COOTBETCTBEHHO, MO3AHErO Havana
Tepanuu [21]. N3BecTHO, 4TO KOoHuUeHTpauus UPT B KpoBw
nofBep}KeHa BAMSAHUIO psiaa GaKTOpoB — MOBbIWEHA NpPU
BHYTPUYTPOOBHBIX UHOEKLUMAX, TMIOKCUU, TMNepounnnpybuHe-
MWK, XPOMOCOMHbIX MyTaunsx [22—24] 1, HanpoTUB, CHUXKE-
Ha Yy HeOHOLWEHHbIX [25], a TaKXKe y HOCUTENEN HEKOTOPbIX
reHeTnyeckunx BapuaHtoB [18]. A.F. Heeley n S.K. Bangert
NPeAnonoXKuIn, YTo HU3Kas KoHUeHTpauusa UPT B paHHeM
nocneonepaLmMoHHOM Nepuoae y HOBOPOMKAEHHbIX, ONepwu-
pPOBaHHbIX MO NOBOAY MEKOHMEBOrO MNEPUTOHWUTA, MOXKET
6bITb pe3ynbTaToM NapeHTepanbHOro nutaHusa [26]. OgHako
[0 HacCTOSILLEro BPEMEHM MPUYMHBI U MEXAHU3Mbl CHUKEHUS
KoHUeHTpauun UPT npu MEKOHWEBOM uWneyce He onpeae-
neHbl. TakXKe He onpeaeneH anroputMm paHHen (Ha nepBom
MEeCSLE KW3HWU) AMArHOCTMKM MYKOBMCLMAO3a WM TaKTUKM
BeEeHUs feTel C MEKOHMEBbLIM MIEYCOM MpPU HOPMasbHbIX
N HU3KKMX 3HavYeHunsx UPT.

Hw)ke npeacTaBneHO onucaHWe TeYEeHWS MEKOHWUEBOrO
uneyca, OCMOKHUBLUErOCS pa3BUTUEM NEPUTOHUTA, Y pebeH-
Ka C MyKOBMUCLMAO30M U OTpULATENbHBIM PE3YNbTaTOM CKPU-
HWHra Ha UPT.

KNUHUYECKUA NPUMEP

O nauueHTe

PebeHoK Ll., mon — My»KCKOW, poXKaeH OT nepBoun 6epe-
MEHHOCTU, MEePBbIX NPEXAEBPEMEHHbIX PpoaoB Ha 35-n Hep
rectaumm ¢ maccon tena 2390 r, AnnHHoM Tena 50 cM, OKPYK-
HOCTbIO rofioBbl 33 ¢M, oLieHKon no wKane APGAR 7/8 6an-
noB. CocTosiHne pebeHKa Nnpu poXxaeHuu TaxKenoe, o6ycnos-

JIEHHOE [blXxaTeNbHOW HEeAOCTaTOYHOCTbIO, LepebpanbHOoM
penpeccuen. Npu ocMOTpe OTMEYEHbI YBENUYEHUE KMUBOTA
B 06beme, ero 60/1e3HEHHOCTb NPU Nanbnaumm, ynaoTHEHNE
nepeaHen 6PIOLWHON CTEHKU. HavyaTa UCKYCCTBEHHAs BEHTU-
naumsa nerkux (UBJ1). MNMpu NocTaHOBKE KeNyao4yHoro 3oHaa
OTAENAN0Ch COAEPKMMOE KENTOoro LBeTa.

bepemeHHOCTb NpoTeKkana Ha GpoHe XPOHUYECKOrO NUesno-
HedpuTa, OCTPOM pecnupaTopHOn MHDEKLUK B | TpMMecTpe.
Mpu NpoBeAeHMM NAaHOBOro YNbTPa3BYKOBOro UccnenoBa-
Husa (Y3U) Ha 33-11 Heg 6epeMEHHOCTU Yy BHYTPUYTPOOBHOro
pebeHKa BbISIBNIEHbI NMPU3HaKW 0BCTPYKLMMU TONCTOM KULLKK
M MEKOHMEBOro nepuTtoHuTa. lNpoBeaeH nepuHaTalbHbIN
KOHCUAWYM, MO WTOraM KOTOPOro BbIHECEHO 3aKlYeHue
O BO3MOMHOCTU XMPYPrMYECKOro fle4eHUss MEKOHMEBOro
NepuUTOHMUTa Noce POXAEHWUS, PEKOMEHLOBAHO MPOOHIM-
poBaTtb 6epeMeHHoCTb. Ha 35-i Heg 6epeMEHHOCTH B CBA3HK
C NPeXAEBPEMEHHLIM U3TUTUEM OKOMOMNOAHbBIX BOA XKEHLLM-
Ha nocTynuaa B 061acTHOM NepuHaTasbHbIM LEHTP, rae 6bi1o
nNpoBeAeHO pogopa3peLleHre NyTeM KecapeBa CedeHus.

HacnenctBeHHbI aHaMHe3: XPOHWYECKMX W Hacnej-
CTBEHHbIX 3a60/1€eBaHNN NULEBaPUTENBHON N BPOHXO0IEroY-
HOW CUCTEM Y BSIUKANLLMUX POACTBEHHUKOB (1-9 1 2-9 cTeNneHb
pPOACTBA) HE BbIIBMIEHO.

MpepBapUTenbHbIA AUArHoO3

BpoxaeHHas Kuwe4vyHas HenpoxoaMMocTb. MEeKOHMEBDIN
NEepUTOHUT. BpoXKAEHHBLIM MOPOK Pa3BUTUSA KENyQo4HO-
KuwweyHoro TpakTta (MKKT)? MeKoHueBbIV nneyc?

AnHamuKa u ucxopabl

B 1-e cyT n3HU pebeHOoK nepeBeaeH B OTAeNEHME aHecTe-
3100rMK-peaHnMaLmmM ¢ nanataMm MHTEHCUMBHOM Tepanuu
06/1aCTHOM AETCKON KIMHMYECKON 60MbHULbI. MpKn noctynie-
HUM COCTOSIHME MauuneHTa TshKenoe. Pe6eHOK Ha annapaTHoOM
MBJ1. Mo xenyaoo4yHoOMy 30HAY MO-MPEXHEMY OTAENsnocChb
KULLIEYHOe cofeprumoe. B HeBpONorMyeckom cratyce npwu-
3HAKKW YrHeTeHus LeHTpanbHOW HepBHOW cuctembl (LLHC).
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Meconium Peritonitis in the Newborn with Cystic Fibrosis
and Negative Neonatal Screening for Inmunoreactive

Trypsinogen: Clinical Case

Background. Meconium ileus is one of the manifestations of cystic fibrosis. It is characterized by intestinal obstruction with viscous
meconium leading to perforation and peritonitis. The issues of early diagnosis of cystic fibrosis, management of newborns with meconium
ileus and negative neonatal screening for immunoreactive trypsinogen (IRT), as well as IRT decrease causes and mechanisms in patients
with meconium ileus require further study. Clinical case description. Routine ultrasound examination at the 33rd week of gestation
has shown signs of colon obstruction and meconium peritonitis in the intrauterine child. Surgical treatment of peritonitis was performed
urgently on the 1st day after birth. The child was on mechanical ventilation from the 1st day of life. The child has shown signs of intrahepatic
cholestasis with direct hyperbilirubinemia (up to 100 pmol/L) and signs of hemorrhagic syndrome (bleeding from injection sites) on
the 8th day of life. Negative IRT blood test was received (21.6 ng/mL, normal value < 70 ng/mL) on the 10th day. The fecal elastase
concentration was 45 ug/g (normal value > 200 ug/g) (on the same day). Sweat tests were performed on the 21st and 23rd days of life.
They have shown high levels of sweat chlorides (112 mmol/L in both samples, normal value — 30-59 mmol/L). The diagnosis of «cystic
fibrosis» was established, thus, dornase alfa (dosage — 2.5 mg/day) was added to the therapy. Conclusion. Meconium ileus is one of the
specific intestinal manifestations of cystic fibrosis and it commonly can be complicated with intestinal perforation in the intrauterine child
with further peritonitis. Children with meconium ileus require sweat tests regardless the neonatal screening results.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

KoXKHble NOKpoBbl 6/1€4HO-PO30BbIE, YUCTble. B nerkux —
YKECTKOE AblXxaHue, Xpunbl He BbICNyLWMBaNUCh, HacToTa Abixa-
TeNbHbIX ABUKEHUKN — 48/MUH. TOHbI cepala NpUryLeHbl,
PUTMUYHbIE, YaCcTOTa CepAeYHbIX COKpalleHun — 148 ya./MuH,
apTepuanbHoe gaBneHne — 79/36 MM pT. CT. }KMBOT Bbille
YPOBHSA pebepHbIX Ayr, CUMMETPUYHbIA, NpU nNanbnauuu
HanpsXeH, HabnogalTCa BblpaXKEHHbIM OTEK, rMnepemMus
nepeaHen 6PIOLWHON CTEHKU. [lepucTanbTnKa KULLIEYHUKA He
BblcnylwmnBaeTcs. NeyeHb, ceneseHKy M3-3a pe3Koro B3ayTus
YXMBOTa M BeCrnoKoncTBa pebeHKa He nanbnupoBanu. OTeKku
B 06/1acTv MOWOHKK. CTyn 1 oTaensiemoe no ra3ooTBOAHOM
TpybKe oTcyTcTBOBaNW. o ypeTpanbHOMY KaTeTepy Bblaens-
nacb CBETNO-KenTas Moya.

Mo pfgaHHbIM remorpamMmbl Mpu MNOCTYNSIEHUM B OT-
[eneHne aHecTe3nonorMm-peaHmuMmaumm nemnkouuTos —
ao 41,2 X 10%/n (Hopma 10-30 X 109/n) co caBurom
BNEBO, KOHLEHTpauus remornobuHa — 106 r/n (Hopma
160-240 r/n). B 10T e aeHb npu Y3W 6ptowHOM NoaocTm
O6HapyeHbl pacliMpeHne neTeflb KuleYHWKa, cBoboa-
Has XWOKOCTb B MOMOCTU, YBEIMYEHME PA3MEPOB MEYEHM
M CeNne3eHKMU, NUEenoaKTasns NeBOW MOYKW, MO AaHHbLIM
HEMPOCOHOrPaMMmbl BbISIBIEHbI MPU3HAKKU BHYTPUMKENYL0Y-
KOBOIrO KPOBOW3NUAHUSA | CTeneHu, NepuBEeHTPUKYISpHas
niwemus, Npu axokapanorpadum BulyanmampoBanu aedext
MexnpeacepaHon neperopogku (AMIMM) — 6 MM ¢ ne.o-
npaBbiM COPOCOM, PYHKLIMOHUPYIOLWNI OTKPbLITbIN apTepu-
anbHbI NpoToK (OAl) — 3 Mm.

Ha 1-e cyT XM3HM BbICTaB/EH KIMHUYECKUWN AMarHo3:
«BpoxaeHHas KuleyHas HenpoxoaMMocTb. MeKOHMEBbLIN
NnepuToHnT. BpoxaeHHbIn nopoK passutua MKT? Meko-
HMEBbLIM wuneyc? BpoxAaeHHbIM MNOPOK cepaua: AMIM.
dyHKUMOHMpYtowmnin OAl. HegocTaTo4HOCTb KpoBooGpalle-
Hua [IA cteneHun. lNnenosktasua neBor MNO4YKU. BoasHKa
o60n04eK sAn4YeK. lMepuHaTanbHoe WIIEMUYECKU-TEMOppa-
rmyeckoe nopaxkeHne UHC, cuHapom yrHeTeHus. HepoHo-
lWeHHOCTb 35 Hea. AHEMUS TAXKENOoW CcTeneHu. YrpoxaeMbln
no pasBUTUIO cencucan.

[10 3KCTPEHHbBIM NOKa3aHUsAM B 1-e CyT NpoBeaeHo one-
paTMBHOE NleYeHne NepUToHUTa. BbiNOAHEHO ApeHUpoBaHue
OpPIOLWHON NOMOCTU C ABYX CTOPOH, 3BaKyMpoBaHo 250 mn
MEKOHWSA C MPUMECHIO KPOBU U BKIOYEHUAMU UBPUHA.
[JvarHos nocne onepauunun: «<HM3Kaa KuwevyHas HENPOXOAK-
MOCTb. MeKOHMWEBLIM NepuToHMT». B nocneonepauMOHHOM
nepvoae NpoBOAWMIN MEAMKAMEHTO3HYI0 aHanbreauio ¢eH-
TaHWNOM, MHPY3UOHHYIO TEPaNUIO, KOMOGUHMPOBAHHYIO aHTH-
GaKTepuanbHyto Tepanuio (MeponeHem, BaHKOMULMH), Kap-
OMOTOHUYECKYIO (A0PaMUH) M racTPONPOTEKTOPHYIO Tepanuio
(omMenpo30/1), CEeNeKTUBHYIO AEKOHTaMUHALMIO KULIEYHUKa
(MeTpoHMAa30s), BOCMOMIHEHWE OGENKOBLIX NMOTEPb PaCTBO-
poMm anbbymuHa.

B aMHamMuKe cocTosiHe pebeHKa 0CTaBanoCh TAXeSbIM.
Ha 2-e cyT XM3HM OTMEYEH KPaTKOCPOYHbIM 3NM304 HecTa-
OGUNbHOCTU FEMOANHAMMUKM B BUAE CHUMKEHUS apTepuanbHo-
ro AaBfeHuns n 6paavkapaunu. Npu nccnegoBaHUmM KUCNOTHO-
OCHOBHOIO COCTOSIHUA KPOBW BbIABNIEH MeTaboNMyYeCKun
aunaos, B GUOXMMUYECKOM aHann3e KpoBu — rnnoanboy-
MUHeMKs. KapanoToHn4ecKas noaaeprkka ycuneHa gobyra-
MUHOM. C aHTMOKCUAAHTHOMW LEeNbio K nevyeHuto gobasBneH
umtodnaBuH. lNpoaonmkeHa Koppekuus aedbuumta 6enKa
pacTBOpPOM anbbyMuHa.

Mo enygo4yHomy 30HAY NO-NPEXHEMY OTMEeYann OTXOX-
[eHne 60/bOoro KoNn4yecTBa TEMHO-3€/1EHOT0 COAEPHKMUMO-
ro Co cnn3blo. MMKPOCKOMMYECKOE UccneaoBaHue Ha 3-1 cyT
WU3HW NOATBEPANIO MEKOHMANbHbIV XapaKTep OTAeNSeMOro.
Ha 4-e cyT u13Hu nposeaeHo Y3W 6ptollHOM NOMOCTH, BbISB-
NIEHbl NPU3HAKWU HU3KON KULLEYHOW HEMPOXOAMMOCTU, Nepu-
TOHWTa, acuuTa, MHEBMATO3a KULWeYyHWKa. Ha 5-e CyT u13Hu,

Y4YUTbIBas CKyAHOE OTAENSEMOE MO APEHAXKaM U OTXOXKAEHUE
COAEPXKMMOro 3efIeHOro LBeTa Mo racTpanbHOMY 30HAY,
NPUHATO pPelleHne NPOBECTM onepaTMBHOE BMeLLaTebCTBO.
JlanapoTOMUYECKMM METOAOM yAaneH HEKPOTU3MPOBAHHbIN
Y4aCTOK TOHKOM KULWKK ASIMHHOM 24 CM, BbIBEAEHbI BE HTE-
pocTombl. B nocneonepauMoHHOM nepuoae NPOBOAUIN KOH-
cepBaTMBHOE fle4YeHUe U MHTEHCUBHbIV yxo4. PasButus cen-
TMYECKOro npoLecca He Npom3oLwsio. PebeHoK Haxoaunncs Ha
NMOMHOM MapeHTepanbHOM MWUTaHWUK, MPOAOCIKEHbI MeAMKa-
MEHTO3Hoe 06e360/1MBaHME, KapAMOTOHMYECKas MOoAAepK-
Ka, aHTMGaKTepuanbHas M racTponpoTEKTOpHasa Tepanus.
B cBSA3M C NposiBNEHUAMU TAKENON aHEMUU HEOOHOKPATHO
NPOBOANIUCH FeMOTPaHChY3nu.

Ha 8-e cyT KM3Hu y pebeHKa NosiBUAUChE MPUSHAKN BHYT-
pPUMNEYEeHOYHOro xonectasa ¢ nNpsiMon runepbunnpybruHemu-
e (ao 100 MKMOAb/N) 1 HapylweHUeM CUHTe3a BUTAMUH-K-
3aBUCUMbIX PaKTOPOB CBepTbiBaHWS. OTMeYanu nosiBneHne
remopparm4yeckoro cMHApomMa B BMAE KPOBOTOYMBOCTU U3
MECT MHBEKLIMI; MO AaHHbIM KOarynorpamMmmbl BbiiBAEHbI Npy-
3HaKK runokoarynsaumm. C 3aMecTUTENbHON Lieblo BBOAM-
flacb CBeXe3aMopoxeHHas nnasmMa. K nevyeHuto jobasneHbl
BMKAaCO/, YyPCOAE30KCHXoNneBas Kucnota. femopparmyeckui
CUMHAPOM KynupoBaH. KoHLUeHTpauma npsamoro éuampybuHa
CHUXanacb. Ha 10-e cyT XM3HU, y4UTbIBAs CaMOCTOATENb-
HOe AblXaHWe W afeKBaTHYl0 remMoAMHaMMUKy, annapaTHas
BEHTUNALMS NEerkmx 6bina npexkpatieHa. KapamoToHnyecKas
noaaep»KKa oTMeHeHa Ha 11-e CyT KU3HMU.

YyutblBas, 4TO HanM4ymMe MNPU3HAKOB MEKOHMEBOrO
uneyca sBASeTCS OAHUM M3 MPOSIBNEHUI MyKOBMCLMAO3a,
3aniaHMpoBaHbl AMarHOCTUYECKNE MEPOMNPUATUS, BKItOYa-
lowmne B cebs HeoHaTaNnbHbIM CKPUHUMHT Ha UPT, gBe noto-
Bble NPo6bLl U onpeaeneHne ypoBHS deKanbHOW 31acTassbl,
B C/lydae MONOXKMWTENbHOro pesynbtata — Ha3HayeHue
cneunduyecKkon Tepanuun. B cOOTBETCTBUM C 3TUM MNIaHOM
Ha 7-e CYT }W3HU pebeHKa BbIMOJHEHO B3ATWME KPOBM Ha
MPT. MNpoBeaeHne noToBOM MNpo6bl 6bIIO OTNOXKEHO U3-3a
HU3KOM Macchl Tena pebeHka (Ha 10-e cyT M3HM Macca
6blna paBHa 1920 r npu peKkoMeHAoBaHHOM ANng nposege-
HUS MoToBOKM Npo6bl He MeHee 2000 r [27]). PesynbraThl
HeoHaTaNbHOIr0 CKPUHWHIA nosiydeHbl Ha 10-e CyT XKU3Hu
pebeHKa, KoHueHTpauums UPT coctaBuna 21,6 Hr/mn (HopmMa
< 70 Hr/mn). KoHueHTpaums deKkanbHOW anactasbl, onpe-
neneHHon Ha 10-e cyT *U3HU, cocTaBuna 45 MKr/r (Hopma
> 200 MKr/T), 4TO COOTBETCTBOBASIO TAXKENOM CTENEHM NaH-
KpeaTMyecKon HegocTaToyHOCTM [27]. B ganbHenwem npo-
Be/[EeHbl ABe NOoToBble NPOo6bl (Ha 21-e U 23-U CYT KU3HK),
no pesynbTaTaM KOTOPbIX BbiIBNIEHbI BbICOKME NOKa3aTenu
X10pMAOB NOTOBOW XMAKOCTK (112 MMOnb/n B 06enx npo-
6ax, Hopma 30-59 mmonb/n). Ha oCHOBaHMKW yKa3aHHbIX
[JaHHbIX 6bl/1 yCTAHOBMEH ANArHO3 «MyKOBMCLMA03». K neve-
HUIO NaHKpeaTuHoM (¢ 11-x cyT *¥u3Hu no 5000 ME/cyT),
aHTUGaKTepuanbHOM Tepanuu amuKaumHom (¢ 20-x cyT
¥U3HM No 60 mr/cyT), xonekanbuudepony (¢ 21-e CyT Kus-
H1 no 1000 ME/cyT) ¢ 24-X cyT }X13HK gob6aBneHa gopHasa
anbda (2,5 mr/cyr).

B Bo3pacte 1 Mec XW3HW NPOBEAEH creaylowmi aTtan
0onepaTMBHOrO eYeHnss — nanapoToMus, 3aKpbITUE BEPXHEN
CTOMbI, 3HTEPO-3HTEepoaHacTomo3. [locneonepaunOHHbIN
nepuog npoxoaunn 6e3 ocnoxHeHun. Ha 7-e cyTt nocne onepa-
LMW HayaTo 3HTepasibHOe KopMJyeHue. HTepocToMa dyHK-
LIMOHUPOBana afeKBaTHO, SBAEHWUM KULIEYHOW HEMNPOXOAM-
MOCTM HE OTMEYEHO.

B Bo3pacte 1 mec 24 cyT XM3HU NMpoOBeAeH 3aBeplua-
OWKMIA 3Tan XMPYPrMYEeCKOoro NleyeHnss — penanapoTomus,
3aKpbITUE HUXKHEW CTOMbl. B mocneonepaunoHHOM nepwuo-
ne pebeHoK Haxoauncs Ha WBJ1, nonyyan o6esbonnsaHue
deHTaHMNOoM, BOCMOSIHEHNE Geflka pPacTBOPOM afbOyMUHa,



aHTMGaKTepUanbHylo Tepanuto, napeHTepanbHOe MNUTaHUE.
CocTosiHME NauMeHTa ocTaBanocb CTabunbHbiM. Ha 6-e cyT
nocne onepaTtMBHOrO fle4YeHUs pecnupaTopHas MOALEPK-
Ka 6blna npekpalieHa, HavyaTo TpopUYecKoe aHTepanbHoe
nuTaHue ¢ Nocneaylowmnm yBeandeHmeM obbema KopMeHus.
B cocTosHUM pebeHKa oTMevanachb NosioxKuTeNbHas AMHaMu-
Ka, CTan aKTMBHbIM, Ha4an cocaTb CaMOCTOATENbHO, MUTaHKe
ycBavBan B MO/MHOM O6beMe, SIBIEHUW KULIEYHOW HeMpo-
XOAMMOCTM He OTMeyvasnocb, Habnoganacb NoNOXKUTENbHARA
KpuBas Maccol Tena.

B Bo3pacte 2 mec 20 cyT U3 OTAENEHUS peaHuMMaLmn
pebeHOK nepeBefeH B OTAENEHWE MNATONOrMM HOBOPOXK-
[OEHHbIX ¥ HEeOHOLWEHHbIX AeTer, 3aTeM B neanaTpuyeckoe
oTaeneHve, a janee — B My1bMOHONOIMYECKoe OTAene-
Hue. OuarHo3 npu nepesojge: «OCHOBHOM: MYKOBMCLMAO3,
NIEr04YHO-KMLeYyHasa popma, Taxkenoe tedeHne. OCI0KHEHMS:
MeKOHMeBbIN uneyc. CocTosHMe nocse onepaTtMBHONo edve-
HUS (OpeHMpoBaHWE OPHOWHOM MOMOCTM C ABYX CTOPOH,
nanapoToMuns (OBOMHAA 3HTEPOCTOMMKS), penanapoToMus
C 3aKpbITUEM BEPXHEWN CTOMbI, PenanapoToMus C 3aKpbITU-
€M HUXKHeW cTombl). CUHAPOM KOPOTKOM KULWKK. Benkoso-
3HepreTMyecKas HeaoCTaToO4YHOCTb 1-M cTeneHu. ButamuH-
K-neduuntHole cocTosiHus. ConyTcTByloLMe: NOCNEACTBUS
nepuvHatanbHoro nopaxenus LHC, 3agepxKa MOTOpHOro
pa3BuTusa. Manas aHOManua pasBuTUA cepaua: OTKpbIToe
OBaJibHOE OKHO. AHEeMWsi IerKon CTeneHu, CMellaHHOro
reHesa. [pepeTnHoONaTUs HEJOHOLEHHbIX 0O0UX rNas».

B Bospacte 3 Mec pebeHOK HaxoauTcs nod Habnwo-
JeHueM nynbmoHonora, nonydaet uedprtasumgum 200 mr
2 pasa/cyt, naHkpeatuH 5000 E[l 1 pas/cyT, nynbMO3uM
2,5 mr 1 pas/cyT, ypcoae3oKcuxoneByto Kucnoty 50 mr
1 pas/cyT, xonekanbumndepon 1000 ME 1 pas/cyr.

MporHos

[MporHo3 no ocHOBHOMY 3abofieBaHUIO (MyKOBUCLMAO-
3y) HebnaronpuaTHbln. OCHOBHOM MPUYMHOW MHBaNUAU3a-
UMW M CMEpPTU JeTen ABASAITCS TsKenble 6POHXONEroYHbIe
OCnoXHeHus [28]. OgHaKo paHHAS AMarHoCTMKa 3aboneBa-
HWSI U CBOEBPEMEHHO HavaTtas Tepanus No3BOoNAT NOBbICUTb
KayecTBO U YBENNYUTb NMPOAOIKMUTENBHOCTb KU3HU NaLMeEH-
Ta, B TOM YMUCE 3@ CHET CHUMKEHUS PUCKA Pa3BUTUS TIKENbIX
OCNIOXXHEHUM MYKOBMCLMA03a.

BpemeHHas WwWKana
XpOoHONornua Ka4eBbiXx COObITUM MpeacTaBneHa Ha
pUCYHKe.

OBCYXAEHMUE

CornacHo 3apy6exHbiM [20] 1 0Te4eCcTBEHHbIM PEKOMEH-
fauusam [27] no AMarHOCTUKE M NIeHYeHUI0 MYKOBMCLMOO03a,
MEKOHMEBbLIV UNeyc MNpeacTaBaser cOO0M THKEeNoe MKu3He-
yrpoxatoliee ocnoXHeHne 3aboneBaHusl, accoLMMpoBaHHOE
¢ 06Typauuen OuCTanbHbIX OTAENOB TOHKOM KWULWKW BA3KUM
KMULWEYHbIM CEKPETOM M HW3KOM CKOPOCTbIO MPOABMUMEHMUSA
KWLLIEYHOro coaepxmmoro [3, 27]. U3BECTHO, YTO MEKOHMEBLIN
nneyc BO3HWKaeT y 6,6—22% HOBOPOXAEHHbIX C MyKOBUCLU-
[o30Mm [27, 29]. bonee T0ro, MeKoHWeBbLIN uneyc B 50% cny-
YaeB OC/IOXHSETCS aTpe3unen KulievyHWKa, ManbpoTaluen,
nepdopaumen ¢ nocneaylomMm pasBUTMEM MepuToHuTa [2].
[pn3HaKM MEKOHWEBOW HEMPOXOAMMOCTH (MHOrOBOAME, YTON-
LL|eHNe CTEHOK U paclMpeHune neteNb KUWEYHUKa, Kanbundu-
KaTbl B OPIOWHON NONOCTH, acLMT) MOTYT OblTb OGHapPYXKEHbI
y¥e BHyTpUyTpo6HO npu Y3U [1, 14]. B onucaHHOM Bbllle
KNMHUYECKOM Ccllydae BHYTPUYTPOOHbIE MPU3HAKKU MEKOHMe-
BOr0 NMEPUTOHUTA OblIM BbIBEHbI Ha 33-i1 Hel 6epeEMEHHO-
cTu. B cnyyae npeHaTtanbHOro BbIIBAEHMSA HEMPOXOAMMOCTU
MEKOHMS HEe06XOAUMO Y4UTbIBaTb, YTO OAHOM M3 BO3MOMXHbIX
NPUYMH JAHHOIO COCTOSIHMS IBNSIETCS MyKOBMUCLMAO3.

[na BbiABNEHWUS MYKOBMCLMAO3a B paMKax HeoHaTasb-
HOTO CKPWHMWHIa onpeaensanu KoHueHTpauunio UPT. OgHako
pesynbraT 3TOro TecTa, NOoMyyYeHHbin Ha 10-e CyT XKU3HM
pebeHKa, 6bin oTpuuaTenbHbiM. B npeactaBneHHOM Kiu-
HMYECKOM cnyyae npuYMHamMu J0XHOOTpULATENbHOIO
pesynbTata CKPWUHWHra, Mo-BMAMMOMY, OblM HE3PenocTb
pebeHKa, a TakKe napeHTepansbHOe NUTaHue, KoTopoe npo-
BOAMIM C 1-X CYT M3HU. 3HAYMMOCTb ITUX DAKTOPOB KaK
NPeanKTOPOB HU3KOM KOHLUeHTpauun UPT 6bina oTMeyeHa
paHee [25, 26]. [prHMUMaa BO BHUMAHUE, YTO MEKOHWEBLIN
uneyc — TUNUYHOE NPOSIBIEHNE MYKOBMUCLMAO3a@, OblN0
BbINOJIHEHO onpefeneHne dexkanbHOM anacTtasbl, a 3aTeM
peann3oBaH PEeKOMEHJOBAHHbIN AMArHOCTMYECKUW anro-
put™ [27], BKIOYaIOLWMI NPOBEAEHUE [BYX MOTOBbLIX NPo6
annapaTHown meToauKow. NpoBeaeHne NOTOBOro Tecta 6bi10
OTCPOYEHO [0 21-X CyT MMU3HM B CBS3WM C HU3KOM Mac-
con Tena pebeHka (go 2000 r). B wutore Ha ocHoBaHWM
BbICOKMX 3HAYEHWUN XTIOPUAOB MOTOBOW XWOKOCTU U HU3KO-
ro cofepxaHusa GpeKanbHOM anacTtasdbl Ha 24-e CYT KWU3HM
pebeHKa 6bi1 BbiCTaBNEH AMArHO3 «MyKOBMCLMAO3». TaKUM
06pa3oM, BCEM HOBOPOMKAEHHbIM C MPOSBNEHUAMU MEKO-
HWEBOro wneyca npu [OOCTUXKeHMM Maccbl Tena 2000 .
HEob6X0AMMO MpoBeAeHUEe NMOTOBOM MPO6bl HE3ABMCUMO OT
pe3ynbTaToB HeoHaTallbHOro CKpuHMHra [27]. bonee Toro,
B EBponenckux pexkomeHaaumsx no nepeaoBow NpaKTuKe
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Figure. Timeline of key clinical events in patient Ts. with cystic fibrosis

KnuHuyeckne npossneHus

OTpuuatenbHbIn
pe3ynbTaT CKPUHUHIa
Ha MyKOBMCLIMAO03
(MPT 21,6 Hr/mn)

KMLLEYHON HEMPOXOAMMOCTH.
JKCTPEHHOE ApEHMPOBaHMNE

6ptoLLIHOM NonocTu. inarHo3s
«MEKOHWEBbIV NEPUTOHUT»

Hauyata 3aBepLiatoLui atan
cneunounyeckas onepaTUBHOIO leHeHns —
Tepanus penanapoTomus,
MyKOBMCLMAO3a 3aKpbITUE HUXKHEW CTOMbI

21-23 oy 1 veo 24 oyr Jl 2 weo 20 oy

NanapoTtomus, MpoBeaeHne nNoToBbIX NPO6:
NanapoTtomus,
yaanexue BbICOKME MOKasaTeNu X10p1aos . MNepeBog
3aKpbITUE BEPXHEN
HEKPOTU3MPOBAHHOIO (112 mmonb/n B ABYyx npo6ax). CTOMbI, HTEPO B NpoduibHOE
y4yacTKa TOHKOM KMULWIKH, YcTaHOB/EH AMarHo3 ! oTaenexHve
_ 3HTEpPOaHacToMo3
[IBOMHas aHTEPOCTOMMS «MYKOBMCLMA03»

~i
ol
=z
~
m
N
=
~
<
AN
o
[Q\]
~
0
o
=
<
[=]
L
o
-
4
w
o
4
=
o

BOMPOCbI COBPEMEHHOW MEAUATPUM / 2024 / TOM 23 / N2 1



E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

HeoHaTa/lbHOr0 CKPUHUHIA Ha MYKOBMCLMAO3 OTMEYeHo,
YTO XOTS Y HOBOPOMKAEHHbIX C MEKOHMEBbLIM UIEYCOM Bbille
PUCK NOXHOOTPULLATENbHBIX PE3ynbTaToB CKPUHWHIA, 3TO
06CTOATENBbCTBO HE AO/IKHO OKa3blBaTb B/IMSHWUS Ha CPOKK
NMOCTAHOBKM AMArHo3a MYKOBMCLMAO3a, KOTOPbIA MOXKET
OblTb YCTAHOBNEH KIMHUYECKN [22]. U3BECTHO, 4YTO NO3AHNAA
[MarHocTMKa MyKOBMCLMA03a 3afepiKMBaeT CPOKM Havyana
Tepanuu M MNPUBOAWT K Pa3BUTUIO TAXKENbIX GPOHXONeroy-
HbIX NposiBneHnin 3abonesaHua [21, 30]. B paHee ony6au-
KOBAHHbIX KIMHUYECKMX ChyyYasx y AeTel C MEKOHMEBbLIM
MNeycoM MYKOBMCLMAO3 He Obll 3anogo3peH B nepuoge
HOBOPOX/AEHHOCTU B CBA3M C OTpULATENbHBIMU pedynbTaTa-
MU HEOHaTaNbHOr0 CKPMHWHIA, a MPUYMHON AN NPOBEAEHUS
NMOTOBOro TecTa Nnocse 2 MeC }U3Hu aBMnacb MaHudecTauus
pecnupaTopHbIX NposBAeHnn 3aboneBanus [19, 30]. B npea-
CTaBIEHHOM K/IMHMYECKOM HabngeHun 6narogaps cBoe-
BPEMEHHbIM [AWArHOCTUYECKMM MepOonpuUATUAM AMarHos
Obl1 NOCTABMIEH B PaHHWE CPOKMU, @ UMEHHO A0 MOSIBNEHMS
CMMMTOMOB CO CTOPOHbI AblXaTelbHON CUCTEMbI, YTO, BO3-
MOXHO, MO3BONUT U36eXKaTb TAKENbIX OCNOXHEHUN. OgHaKO
y NaumeHTa yKe Ha 1-M MeC XW3HW BbIIBAEHbl MPU3HAKK
TAXKENON MnaHKpeaTUiecKoM HeaoCTaTOYHOCTU. ITO cBUAae-
TENbCTBYET O TOM, YTO MOPaKeHMEe NOAKENYLOHYHON Kenesbl
SBNSETCA PaHHUM U BbICTPOMNPOrPECCHUPYIOWUM NPOSBAEHU-
eM MyKoBMCLMA03a. BoaMOXKHO, B onncaHHOM cny4vae 6onee
paHHAS AMarHoCTMKa M Ha4vano 3aMeCcTUTENbHOM Tepanuu
NO3BOMUAN U3BEKATb PAa3BUTUA TAXKENON BHELLHECEKPETOP-
HOM HeAOCTaTOYHOCTM NMOMAKENyAO4YHOM Xenesbl. nsa cBoe-
BPEMEHHOMN AMArHOCTUKN MyKOBUCLIMAO3a B Te4EHMEe NepBbIX
MecCSILLEB XW3HU pebeHKa Heob6X0AMMO Y4YWUTbIBaTb M Hanu-
Yyue TaKUX paHHUX MPOSIBNEHWI GONE3HW B HeOHaTalbHOM
nepuoae, Kak Xentyxa, Xxonecrtas v BUTaMUH-K-3aBUCHMMble
remMopparMyeckme CoCTosiHUA [27], TaKKe OBHapyKeHHble
y NPeAcTaB/eHHOro nauueHTa.

[lo HacTosLLEero BpeMeHn MyKOBUCLIMA03 OCTAETCS Taxe-
NbiM 3a60/1eBaHMEM C HEGNAronpuaTHbIM ncxogoM. CpeaHas
NPOAOMKMUTENBHOCTb XM3HU Takmnx 60/bHbIX B Poccuun coctas-
naet ot 24 go 26 net [28]. haBHOW MPUYMHON NeTanbHOro
ncxoaa SABASETCa AblxaTelbHas HeAOCTaTOYHOCTb, KoTopas
pa3BMBaeTCsd B pe3ynbraTte G6POHXONErOYHbIX OCOXHEHUM
[28, 29]. MpoaoHKUTENBHOCTb XXMU3HU NALIMEHTOB CHUXKAETCA
TaKXKe U NP PasBUTUMU TSXKENbIX HapyLIEHWA CO CTOPOHbI
NULEBaAPUTENbHOM CUCTEMbI, TaKMX KaK BHELIHECEKpPeTop-
Has NaHKpeaTMyecKas HeJOCTaTO4YHOCTb, LMPPO3 MeYeHM,
MYKOBWCLIMA03-aCCOLMUPOBAHHbIA CaxapHbin avaber. ITn
OC/IOXHEHUs BNEeKyT 3a cobon dopmumpoBaHue 6eKOBO-
3HEpPreTMYecKon HeJoCTaTOYHOCTH, 3a4ePKKY GU3N4EeCcKoro
pa3BuTUA, 4TO, B CBOIO O4Yepedb, HEraTMBHO BAMSIET Ha
GYHKUMKM NErKMX M NMPUBOAMT K MOBLIWEHUIO PUCKA Pa3BUTUS
MHOEKLMOHHbIX OCNIOXXHEHUN [29].

3AK/TIOYEHUE

MeKOHMEBLIN MNEPUTOHUT SABASETCH THXENON MKUIHEyr-
poxalollen natonorven, Tpebyolwen paHHen OMarHOCTUKM
B aHTeHaTanbHOM nepuoge. et ¢ MEKOHMEBLIM WNEYCOM,
a TaKXe xapaKTepHbIM CMMMTOMOKOMM/IEKCOM B BUAE Ken-
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TyXW, xonectasa, BUTaMWH-K-3aBUCHMBIX remopparMyeckmx
HapylWeHUNn TPebylT KIMHUYECKOW HACTOPOMKEHHOCTW crie-
LUManuCToB M peann3auuu AWarHoCTMYECKOro anropuima
C MCMONb30BaHWEM MOTOBbLIX NPO6 M onpeaeneHnem deKasnb-
HOM anacTasbl AN UCKNOYEHUS MYKOBMCLMAO3a, HECMOTPS
Ha oTpuuaTesbHble pesynbTaTbl HEOHATaNbHOIMO CKPUHWHIA,
4TO MOXKET 6bITb CBA3AHO KaK C 0COGEHHOCTLIO FEHETUYECKOTO
AMarHosa, Tak U ¢ MyA1bTUMOPOUAHOCTbIO NaToNorMi y naum-
eHTa. BmecTte ¢ TeM CBOEBPEMEHHOCTb NpeHaTanbHOW auar-
HOCTMKM MEKOHMEBOIO NEPUTOHUTA onpeaensieT BbIGOP aky-
LWEPCKON TaKTUKKU, CPOKM M METOAbl ONEePaTUBHOMO NleYeHus
[AaHHOM NaToN0rMM y HOBOPOKAEHHbIX C Lie/1bto MPOdUNaKTUKK
FPO3HbIX MHOEKLMOHHbIX OCNOXHEHUW. ITO yKa3blBaeT Ha
HEeob6X0AMMOCTb pPa3paboTKM YETKUX KPUTEPUEB PaHHEN Mpe-
HaTafbHOM AMArHOCTMKM MEKOHWEBOrO Mneyca, 4To NO3BOUT
YAYYLWKUTb NPOrHO3 3a601EBAHUS U CHU3UTb IETANIbHOCTb.
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