NEANATPUSA

VIIK 616.633.937-08-053.31
O.b. BATHHA
Poounvuwiii 0om, e. Pyouwiii

KOHBIOI'MPOBAHHBIE 'MIIEPBUJINPYBUHEMHUH

Y HOBOPOXKIEHHbBIX

B cTatbe npeacTaB/ieHo KIMHu4Yeckoe HabogeHne 25 HOBOPOXAEHHbIX C CUHAPOMOM HEOHATa/lbHOro Xo/1ecTasa.
lNpoaHannanpoBaHbl dATUOJIOrWs, KIMHWKA, Pe3ysibTaTel 1abopaTopHoro obcaenoBaHns 3aboneBaHus u KatTaMHe3 AeTeli ¢
HeoHaTasibHbIM xoaecTa3oM. OCBeLLeHbl BOMpPOoChk! AnddepeHumnansHoi AnarHOCTUKY CUHAPOMA.

KnioyeBbie cnoBa: HOBOPO>XAEHHbIe, HeoHaTtaJ lbHbIN X01ecTas, KJIMHN4eckoe HablogeHve.

enTyxa — CUMNTOM, KOTOPbIA OYEHb 4YaCTO

BCTPEYaeTCHa y HOBOPOXAEHHbIX aeTen. MNepen

HeoHaTosioramMmu 1 neguaTpamu exxefHeBHO BO3-
HUKAIOT NPOBIEMbl AMArHOCTUKM U IEYEHUSI HEOHATAaSIbHbIX
runep6bunmpyouHemunii (I'e). OueHb cepbe3HbIMU Y HOBOPOX-
[EHHbIX ObIBAIOT NOCNEACTBUSA HE TOBKO HENPSAMOW B, HO 1
CHOPOMA HeOHaTanbHOro xonectasa (HX), koTopbiii conpo-
BOXJaeTCs NoBbILLEeHWEM NpsiMO dpakumm bunmpybuHa n
NPUBOAUT B TSXKENbIX CIy4asx K LUPPO3Y NEYEHN, MEYEHOHHOW
HefoCTaTOYHOCTU U cMepTu pebeHka B paHHEM BO3pac-
Te [1, 2]. B cBa3u ¢ aTMM Bonpockl auddepeHumanbHon
LMarHOCTMKN NPUYUH KOHblormpoBaHHowm b 1 agekBatHoe
neyeHve, BKIIIOYasa CBOEBPEMEHHYIO KOPPEKLMIO aHOManum
XEN4yHbIX NyTel, MMeIOT 60NbLLOE NPaKTUYECKOE 3HAYEHNE.
MoBbiweHne 6unpybuHa B CbIBOPOTKE HOBOPOXAEHHbIX C
nonein npsimoii ppakummn 20 n 6onee NPOLLEHTOB N Hanu4une
XeNYHbIX MMIMEHTOB B MOYe BCeraa sBnsioTCa natonornye-
CKMM SIBNIEHNEM, Aaxe eCcnv 00LLniA ypoBeHb OunnpybuHa He
npesbiwaeT 80 MKMONb/N. Takoe NONOXEHME ONPEeaensoT
KaK CUMHOPOM renaTtuta HOBOPOXAEHHbIX [3]. KnuHuyecku
npuxoantca anddepeHuMpoBaTb MEXAY CNeayIOLLUMN NPU-
ymnHamu npsimoii I'B: renatouennionspHble 3a6onesaHns Npu
HOPMaJbHbIX XeNYHbIX MPOTOKAX, BKIOYaloLme B cebsi: TOK-
CUYeCKoe nopaxeHuve, HPEKLUMOHHOE NopaxeHne, MeTabo-
JIMYecKme NopaxkeHus; Ypes3mepHas Harpyska GunmpyouHom;
ob6CcTpyKUMs oTTOKA Xenuu [4, 5].

Llenb uccnepoBaHuns — npoaHanMa3npoBaTth 3TUOIOTMIO U
KIIMHUYECKWE NPOSIBIEHMS KOHbIOrMpoBaHHoW B, katamHe3
HOBOPOXAEHHbIX ¢ HX.

MaTtepuan u meToabl

PeTpocnekTrBHO ndyyanuce nctopum 6onesHei 25 mna-
LEHLEB C cnMHapomMom HX, BO3pacT KOTOpbIX COCTaBsA OT 1
0o 27 cytok. 3aboneBaHne BO BCEX Clydasix HAYMHANOCh B
paHHEM HeoHaTanbHOM nepuoge. lectaumMoHHbIN BO3pacT
neTen Npu poxaeHun coctaenan ot 25 o 39 Hepenb, mac-
ca Tena — 1150-3400 r. l[enaTouennonspHble 3a6oneBaHus
(renaTtuT) anarHocTuporarsl y 20 geten. CUHAPOM CryLLeHns
Xenym Ha GoHe NEPEHOCUMON FreEMONUTUYECKON BONe3Hu
HoBopoOXAeHHbIX (TBH) —y 1 pebeHka. OBCTPYKLUMS XXENUHBIX
nyTen BoigBneHa y 4 neten, B T.U. B 1 ciy4yae MMenn Mecto
SIBIEHWS renatmTa n atpesnm XenyHblx NyTen.

Pe3ynbTaTtbl 1 06CYyXXAEeHUue

B pesynstaTe npoBeeHHOro aHanm3a ycTaHOBJIEHO, HTO
aTnonormnyeckme GakTopbl, BbI3BaABLLME pa3BUTUE renatmTta
Yy HOBOPOXAEHHBIX, 6bIM pa3dHoobpasHbl. Cpean Hdekum-
OHHbIX BO3GyauTenei, xapakTepHbIX ANS NepuHaTaibHOro
neproaa, BbiiBNEHbI LUTOMEranoBmpyc (7 HOBOPOXAEHHbIX),
Tokconnasma (1 pebeHok), Bupyc Herpes simplex (y 2 neteit),
BMpyc dnwteriHa-bappa (1), Luisy mateper 2 neten, a Takxe
Esherihia coli, cTadpni0KOKK y HOBOPOXAEHHbLIX C CEMNCUCOM.
Cpeayn HeMHOEKLIMOHHBIX MPUYMH Pa3BUTUS renatmuta 6bin
ranakTo3emMusi, remaHrmomMma neyeHm, kKncta xonegoxa (rno 1
Cny4alo), TOKCMYECKOE NOpaxeHne nevYeHn nocne nepeHe-
ceHHon 'BH ¢ 3aMeHHbIM NepenmBaHMeM KPOBK (2 criyyas).
MakcrnmanbeHbIn ypoBeHb 06Lero 6unnpybmHa gocTturan
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670 mkmonb/n, a npsimon dpakuumn 438 Mkmonb/n. Makcu-
MasibHbI ypoBeHb akTMBHOCTU ANAT 140 ME/n, AcAT - 147
ME/n. OCHOBHOW KNWHUYECKMIA AnarHo3 noarBepxaancs
KITMHNYECKNMU, BUOXMMNYECKMMU, UMMYHONOTNMYECKUMUN U
MHCTPYMEHTaJIbHbIMU UCCNEA0BaHNSMMU.

HoBopoXaeHHbIM, NTOMMMO nedeHnsa HX, nposoannacb
cneundunyeckas Tepanmst OCHOBHOMO Npouecca, NpuBeaLLero
Kk npsmoi I'b. Tpem peTsm ¢ GunmnapHon o6CTpyKLMen npons-
BeaeHa xmpypruyeckas koppekums, 1 pebeHok 17-aHeBHOro
BO3pacTa He NoaBeprancs Xmpyprnieckomy BMeLLaTenbCcTey
B CBSI3M C BHYTPUMNEYEHOYHOW Nlokanusaunei o6Typaumun.
JNeTtanbHbIl Ucxop, Obin y YeTBEPbLIX AeTen: 2 — ¢ renatnTom,
00YyCNOBAEHHbIM BPOXAEHHBIM LIUTOMEranosupycom, 1 pe-
O€EHOK — C TSXeNbIM CENTUYECKUM MPOLLECCOM, BbI3BAHHbLIM
Esherihia coli, n 1 — c HeonepnpoBaHHOW BHYTPUNEYEHOUYHOMN
aTtpesuen.

M3 kaTaMHEeCTNYEeCKOro aHaMmHe3a N3BeCTHO, 4To 16
[eTell HaxoAsaTCS B yAOBNETBOPUTENIbHOM COCTOSAHUM. OaMH
pebeHoK ¢ aTpe3uneil, NPoonepupPOBaHHbI MO3OHO B CBA3U
C HECBOEBPEMEHHOW OMAarHOCTUKOW NpoLecca, ymep B OT-
[aNeHHOM NocsieonepauroHHOM Nepuoae (LMPPO3 NeYeHmn).
YeTBEPO OETEN B KATAMHE3€ HE NPOSBAANN 3HAYUTESNbHbIX
npob6nem, Ho He BbiNn aeTanbHO 06CNeaoBaHbI.

Kak cnenyeTt n3 npvBeAeHHbIX AaHHbIX, MPUYUH KOHbIO-
rmpoBaHHoi '6 MHOIO 1 OHM TPebyloT Pas3nNnYHOro Tepa-
neBTUYECKOro noaxona. Yto kacaetcs o6aMTepupytoLLEero
npouecca, CylecTBYIOT JaHHble, CBUOETENbCTBYIOLLNE O
TOM, YTO OH Ha4YMHAETCHA B HOPMasibHO CHOPMUPOBAHHBIX
XENYHbIX X04axX N NPUBOANT B AaAJIbHENLLEM K UX 0BCTPYK-
umMn. BHene4yeHO4HbIe 1 BHYTPUMNEYEHOUYHbIE XeJYHbIe XOObl
MOryT ObITb NMPOXOAMMbIMU MOCHIE POXAEHUS N B NepBble
HeLEenNn Xn3Hu, 06INTEPUPOBAHHLIMU CTAHOBSTCS MO3XE.
Yem pornblue NpUCYTCTBYET aTpes3nst XesdHbIX X040B, TEM
60/bllie BEPOSATHOCTb TOrO, YTO BHYTPUMEYEHOUHbIE Xeny-
Hble Xo4bl 06NUTEPUPYIOTCS U NPUBERYT K HEOOPATUMbIM
M3MeHeHusam [2, 3, 4].

dakTop CBOEBPEMEHHOI0 00CIEA0BaHMS N CBOEBPEMEH-
HOro naTtoreHeTn4yeckn o60CHOBaHHOIO NeYeHNss CUHApPoMa
HX nmeeT pelwaiouiee 3HaYeHne ansa 6n1aronpusTHOro
nporHo3a [1, 2]. CnepgoBatenbHO, akTyalbHbIMU SBASIIOTCA
cobniogeHne pekoMmeHagauuin no HabnwoaeHuo aeten ¢
CMHOPOMOM HeoHaTaNbHOro renaTuTa (xonecrasa) B MOAM-
dukaumm A.P. Mowat. PebeHok ¢ 'b gonxeH ObiTb nog, npu-
CcTanbHbIM HabNlOEHMEM y4aCTKOBOIro neamartpa Ao ncyes-
HOBEHMS XENTYXn, 4T0Obl CBOEBPEMEHHO ANArHOCTUPOBaTh
natonormnyeckyto 'b n He ynyCTuUTb CPOKM A9 YCAELHOro
XNPYPrn4yeckoro BMeLlaTenbCcTea. Bcem HOBOPOXAEHHbBIM C
Xentyxon nocne 14-ro gHsA XnU3HM He0OX0OUMO onpenensTb
obLWmin GUNNMpyburH 1 ero ppakLmn B CbIBOPOTKE U XeNyHble
NMUrMeHTbl B MoYe. [pur NOBbILLEHHOM coaepXaHuu rnpsiMon
dpakummn pebeHka HeobxXxoaMMO FrocnMTann3npoBaTb ANs
cpoyHoro obcnepgoBaHus. MNpu Hannunm obecLBeYEeHHOro
cTyna pebeHoK O0/mKeH OblTb HanpaB/ieH B CTauMoHap s
VCKJTIIOYEHWS NN NledeHnst BunmnapHoin atpesnn.

Takmum 06pas3oMm, yunTbiBas TOT dakT, 4TO TepanesTuye-
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cKas TakTMKa HanpsiMyto 3aBUCUT OT 3TMOSIOMMM NpoLecca,
BOMPOCHLI PaHHEr 0 BbisiBNEeHUS, anddepeHumansHon anarHo-
CTUKM NPUYMH KOHbIOrMpoBaHHoM I'b n agekBaTHoOE neyeHmne,
BKJIlOYAsi CBOEBPEMEHHYIO KOPPEKLMIO aHOMANUI XENYHbIX
nyTei, UMeloT 6OJbLLIOE MPOrHOCTUYECKOE 3HAYEHME.
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Makcat — aTvonorusinelk aktopnap, KnmHUKanblK acep
eTynepai TangacblH XaHe XaHa Kypcakra xonectasbeH
TyFaH runepbununpybmHemunsanap, katamHesi acep eTinreH
KYRiHOEHIH TepaneBTUANbIK TakTUkaHbl. MaTepuan xaHe
apicTep: xacbl TaynikTi 1MeH 27MeH apanbiFbiHOaFbl Kypa-
faH 25 GebekTep aypyablH TapuxTap 3eptregi. 3epTTey
HOTWXenep: TepaneBTUSAMbIK TakTMKa acep eTinreH runep-
ounnpybuHemMnsiHblH anddepeHumanbl AuarHocTvKa npuyn-
Hbl NPOLIECTIH, 3TUOMNOIMACHI, €PTE aHbIKTay, CypakTapbl Tikenemn
GarbIHbILLTHI GoNaabl XXoHe afekBaTTbl eM, aHOManusanapabliy,
Oep KesiHAae Ty3eTyiH Koca eT BekiTyipek, YIKeH NPOrHOCTUSNbIK
MafblHa ne 6onagpl.

SUMMARY

0.B. VAGINA

Maternity home, Rudnyi c.

CONJUGATING HYPERBILIRUBINEMIAS AT NEWB
ORNS

The purpose — to analyses etiological factors, clinical
implications and therapeutic tactics at the conjugated
hyperbilirubinemia, and also a catamnesis of newborns
with a neonatal cholestasis. Materials and methods: stories
of illnesses of 25 babies which age made from 1 to 27
days were studied. Results of research: therapeutic tactics
directly depends on a process etiology, questions of early
identification, differential diagnostics of the reasons of the
conjugated hyperbilirubinemia and adequate treatment,
including well-timed correction of anomalies of cholic ways,
have great prognostic value.

FEMATOJIOrUs

Hayuonanvhutii Hayunvlil yenmp mamepuncmea u demcmea, 2. Acmaua

IMPUMEHEHME ITPEITAPATOB, COAEP/KAIINX PAKTOP
BUJLIEBPAHJIA, ITPU BOJIE3HU BUJJIEBPAHJIA ¥V IETEN

BonesHb poH BunnebpaHaa — aTo obLuas reMopparndeckas nartoaorus. PacnpoctpaHeHHOCTb cpeamn HaceneHns 1-2%

B nionynsumn. Llens nccnenoBanvisi: onpenennts Hanbosiee apdekTMBHOE 1eKkapcTBO [4J18 1eHeHus1 6one3Hn ¢poH Bunne-
6paHaa y AeTen.

JledeHune naumeHTam ¢ bB Ha3Ha4YaeTcsi nocsie yCTaHOBIEHUS ANarHo3a v npu Haanm4ymm reMopparn4yeCcknx rnposiBIEHUA.
OCHOBHbIM MPUHLMIOM JIEHEHWIS SIBJISIETCS IPOBEAEHNE 81€KBATHOV 3aMECTUTEIbHOV FrEeMOCTaTUYECKOM Tepanumy pakropamm
ceeptbiBaHus kposu VI, cogepxatymmm VWF, no3BosisiroLLer BOCMOIHUTL AeduumnT pakTopa B r/ia3me v rnoBbICUTb a4re3vB-
HO/arperaumoHHble CBovicTBa TPOMOOLMTOB 0 He06X0AMMOro ypoBHS. Cpeau BCex npenaparoB C BbICOKUM COAEPXKAHNEM
¢paktopa VW cnenyet otmetuts npenapart Bunare (Octapharma).

Bo Bcex criyHasix JiedeHuvd riperiaparom Bunare HaﬁﬂiO,QBETCFI rNoJsIoXnTesibHas AnHaMuvKa ripuvl KOXXHo-remappormn4eckom
CUHAPOME, Py HOCOBbIX KPOBOTEYEHUSIX, & TaKXe Mpu APYrux nposiB/ieHnsIx 601e3Hu poH BunnebpaHaa, 470 rno3BossieT
pekomeHaoBarb npenapar Bunare kak npenapar Bbloopa A/l 1IeHeHUs 1o TpeboBaHWI0 1 NPoouIaKkTU4eCcKoro ae4eHus
60/1bHbIX, CTPaaarLLmx 601e3Hb0 PpoH Bunnebparaa. 4nntesnbHOCTb M 03MPOBaHNE yCTaHaBINBAIOTCS C y4eTOM 1abopa-

TOPHbIX N KIIMHNYEeCKNX AaHHbIX.

KnouyeBble cnoBa: 60s1e3Hb Bunnebparaa, aetn, paktop ceeptoiBaHus kposu VI, pakTop BunnebpaHaa.

one3Hb Bunnebpanpa (EB) — remopparunyeckoe 3a-

B 6oneBaHve, SBASIOLLEECS CNeACTBUEM KAYeCTBEH-

HbIX UNW KONMMYECTBEHHbIX HapyLleHni dakTopa

BunnebpaHga (VWF) [1]. NMpuynHoi HacnencteeHHon BB

agnseTca mytaums reHa dakrtopa Bunnebparga [2]. CuHTe3

VWF nponcxoanT B 9HOOTENNN COCYONCTOM CTEeHKM (75-85%)
1 B MerakapuoumTax (15-25%) [3].

K HaCTOdALLEMY BpeMEHN NOKa3aHOo, YTO HacsieaCTBeHHaa

BB aBnseTcsa Hanbonee pacnpoCcTpaHeHHbIM reMopparmnye-

cknum 3aboneBaHneM. PacnpocTpaHeHHOCTb 3aboneBaHus
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B nonynsauum coctaenset 1-2% [4]. B KasaxcTaHe 3ape-
ructpupoBaHo 45 peteit ¢ 6B. BonesHblo BunnebpaHaa
601€I0T N1LA Kak MyXCKOro, Tak 1 XXEHCKOro nona.
Bone3Hb BunnebpaHpa HacnenyeTcss Mo ayTOCOMHO-
OOMWHAHTHOMY MM ayTOCOMHO-PELECCUBHOMY TUNY
[5]. BoigensaioT 3 oCHOBHbIX Tuna bB: 1 Tun — 4yacTuyHbIN
KONMYecTBeHHbI aeduumt VWF (okono 63% 605bHbIX),
2 TMN - pasnunyHble KavyecTBeHHble aedekTol VWF (32%),
3 TN — NOMNHbIN KonnyecTBeHHbIN aedekT VWF, BcTpeyalio-
WMinca npumMmepHo B 5% cnyd4aes, U Camblil TAXeNbIA MO
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