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Pe3rome

ToTanbHBI U CyOTOTANBHBIA araHmMo3 (THITOTaH-

IIM03) KHIIEYHUKA SBISETCS TSDKENBIM M MOTEHIHMAIBHO
JICTAJIbHBIM COCTOAHHMEM M3 T'PYHIIbI HeﬁpOMLIHIe‘IHbIX
3a00JIeBaHU KHIIEYHNKA. HEeKOTOpbIMH aBTOpaMH OH
paccMaTpuBaeTCsl Kak peaKasi, aTuIuiHasi 1 Hauboee TA-
xenast popma Oonesnu ['mpmmpynra, cocrasmsromas 1%
BCEX CITy4aeB aHHOTO 3a0oneBanws [ 1, 2, 3]. [o pesyns-
TaraMm MeTa-aHaJIu3a, BBIMOJHEHHOTo Ruttenstock, B Mupo-
Boi Jiuteparype Ha 2009 roz ObUIO OIHCaHO 68 MAIMEHTOR
C TOTAJIbHBIM aranrmo3oM [3]. s JeueHns ToTanbHOro
araHIMo3a KHUIICUHWKA IPEeJIararorTcs pazinyHble XHu-
pyprudeckue METOMUKH: onepanuu Maprtuna n Kumypa,
nporenypa Llummepa (pacmmpeHHas MHO3KTOMHS-MHO-
TOMHSI), HU3BEJICHHE ITOAB3ONIHON KHIIKKA C CO3/IaHH-
€M WJIC0AHAIBFHOTO aHACTOMO3a, Y/UTHHSIONIAs IIacTHKa
nio buanun u STEP-niponientypa, TpaHcrnaHTanys Kumed-
HHKa, OHAKO HM OfIHA U3 HUX HE JI0Ka3aja CBOEro Ipe-
BOCXOZICTBa Hal npyrumu [1, 3, 4]. B crarbe npuseneHo
OITMCaHKe TPeX KIMHIMYECKUX CITy4aeB TOTAILHOTO U Cy0-
TOTAIBHOTO AaraHrNo3a KHUINEYHHUKA, HAOTIONABIINXCS
B OTJIeTICHUH Xupypruv HoBopoKaeHHBIX JII'’Kb No 13 mm.
H.®. ®unarosa B 2015-2016 rr. ComtacHo Halemy OIbI-
TY TaKTHKA 3KOHOMHOI pe3eKI1U C COXPAaHEHHEM MaKCH-
MAaJIbHOM IMHBI TOHKOM KUIIKH SIBJISIETCS] ONTUMAJIBHOM,
OJIHAKO OHA HE WCKIIFOYaeT HeOOXOAMMOCTH JUTUTENHHON
MapeHTEpaIbHON HYTPUTUBHON momaepkku. Mcnons3o-
BaHWE TEXHUKH JOMAIITHEro MapeHTepalbHOrO MUTAHUS
B BEJICHUM JIAHHOH TPYIIIBI NAIMEHTOB SIBJIACTCS (hapma-
KO-3KOHOMHYECKH LIeNIeCO00pa3HbIM.

Knroueewie cnosa: momanvuwiil azannuos, 2uno2an-

2/IUO3 KUMEYHUKA, bonesnn I uwinpyHea, napermepaibHoe
numadue, oomauinee napeHmepailbHoe numanue
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Abstract

Total and subtotal intestinal aganglionosis
(hypogangliosis) is a severe and potentially lethal
condition related to neuromuscular intestinal dis-
eases. Some authors consider it as a rare, atypical
and most severe form of rectocolic aganglionosis
which constitutes 1% of all cases related to the dis-
ease [6,7,8]. According to meta-analysis performed
by Ruttenstock, 68 patients with total agangliono-
sis were found in the world literature for 2009 [8].
Different surgical methods (Martin, Kimura, Zigler
procedures (extended myectomy and myotomy),
bringing down the ileum with formation of ileo-
anal anastomosis, Bianchi’s plasty and STEP-pro-
cedure, intestinal transplantation) are proposed for
treatment of total intestinal aganglionosis; howev-
er, none of them were considered as superior to the
others [3,6,8]. The article describes three clinical
cases of total and subtotal intestinal aganglionosis
in patients of the neonatal surgery department of
Filatov Moscow Pediatric Clinical Hospital No. 13
in 2015-2016. According to our experience, the
tactics of sparing resection with preservation of the
small intestine maximum length is being optimal.
However, it doesn’t exclude the need for durative
parenteral nutritional support. Using domestic pa-
renteral nutrition in the management of this group
of patients is pharmaco-economically viable.

Key words: total intestinal aganglionosis, rec-
tocolic aganglionosis, parenteral nutrition, domes-
tic parenteral nutrition
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BBenenune. ToTalbHBI araHmyiio3 KHUIIEYHU-
ka ObUT BHepBble omucaH 3ynbliepoM W BuibcoHOM
B 1948 1. [5] OHU mpennonoxuiy, 4To araHriuoHap-
Hasl 30Ha MOXKET UMETh JIF00YI0 POTSHKEHHOCTD U ITPO-
CTUpaTbCs OT NPSMOM KHUIIKU 1O CBA3KM TpeWrna.
PaznuyaroT TOTanbHBINA araHriMo3 TOJICTOW KHIIKH,
MpH KOTOPOM araHTIMOHAapHas 30Ha PaclpoCTpaHseT-
cs He Oomee yem Ha 50 CM NPOKCHIMaJIbHEE HIICOIIe-
KaJbHOTO KJIalaHa, ¥ TOTAJIBHBIA araHrjino3 KHIIed-
HuKa (cuHapoMm 3ynblepa-BumscoHa), mpu KoTopom
araHIIMOHAPHBIM Y4acTOK MOXET pacIpOCTPaHATHCS
BILJIOTH JI0 TyOJIEHOCIOHATILHOTO nepexona. Hekotopsie
aBTOPHI PACCMATPUBAIOT TOTAIBHBINA W CyOTOTAIBHBIH
araHIyfo3 KUIIEYHHKA KaKk Hanboliee pekyro 1 TsKe-
ayto gopmy Oone3Hu ['mpiimpyHra, cOCTaBISIOLILYIO
1% cpeau Bcex ciiydaeB JaHHOTO 3aboneBanus [1, 3,
6], omHAKO TOCTOBEPHO HEM3BECTHO, SIBISETCS JU TO-
TaJbHBIA araHryIno3 KHUIICYHUKA BapHaHTOM OOJIE3HU
l'mpumpyHra wim camMoCTOATENBHBIM 3a00JeBaHUEM
[2]. TIo pesynbraTaM MeTa-aHalIW3a, BHIIOJHEHHOTO
Ruttenstock u Puri, Ha 2009 1. B MUpOBO# JHUTEpaType
OBLJIO ONMCAHO 68 MAlMEHTOB C TOTAILHBIM araHIINO-
3oM [3].

B ocHoBe marorenes3a 3a00ieBaHUs JEKUT HApy-
[IEHHe MUTPAIN HEHpOOIaCTOB M3 BaryCHOTO HEpB-
HOTO TpelelIka B TONILY KUIIEYHOH CTEHKH B IIPO-
necce sMmOpuoreHesa [7]. Hapymenue wmwurpanuu
HEHpOoOIacTOB MOXKET OBITH CIEICTBHEM IOBpEXKIa-
IONIETO BO3JCHCTBUS Pa3NMYHBIX BHEIIHUX (AKTOPOB
(rumokcnn, HTHPEKIUH, XUMAYECKUX, PaIHaIlIOHHBIX ).
UeM paHbIIle IpEeKpamaeTcsi MUTpaIis HelpoOracToB,
TEeM JJIMHHEE araHrIMOHAPHBIA CerMeHT. ToTallbHBIH
U CyOTOTaJbHBIM AaraHrifio3 KHUIIEYHHKA BO3HUKAET
IIPY HapYILIEHUU MpOLEcca MUrpanuu Ha 5—7-i Hexe-
nsx recranuu. CyImecTByeT U Apyras, IMMYHOJIOTHYe-
CKasl TeOpHsl IMaToreHe3a, CONIacHO KOTOPOH MPOUCXO-
JTIUT ayTOMMMYHHOE TIOpakeHre HelpoonacToB [7].

CBoeBpeMeHHass TUarHOCTHKAa TOTAJIBHOIO araH-
IIM03a KUILIEUYHUKA KpaiiHe CI0KHA BBUIY OTCYTCTBHSA
MMaTOTHOMOHWYHBIX cuMnToMoB [3, 8]. Yame Bcero
3a0oneBaHne MaHU(ECTUPYET KIMHUYECKOH KapTH-
HOM HHU3KOM KHUIIIEYHOM HEMPOXOJUMOCTH B PaHHEM
HeoHaTtalbHOM nepuopae [4, 5]. Pentrenomnoruuecku
BBISBJIAIOTCA NPU3HAKM KHUIIEYHOW HEMPOXOAUMOCTH,
HO TIpH PEHTTEHKOHTPACTHOM HCCIEOBAHUN OTCYT-
CTBYET YeTKas 30Ha CY)KEHHUS WIH CyNpacTeHOTHYe-
CKOTO pacIIMpeHus; 0ojiee BaXXHBIM TSI TIOCTAaHOBKH
JMATHO3a SBIIIETCS 3aMeIJICHHE Maccaka KOHTPACTHO-
TO BEILECTBRA MO0 KUIIEUHUKY [5]. IHTpaonepanronHas
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KapTHHA TaKke Hecrnenuduyeckas, TOJCTas KHIIKa
yaIie BBITVIAIUT HEUM3MEHECHHOU [8], B CBSA3M C ATUM
BBICOKA BEPOATHOCTh HECBOCBPEMEHHON TUATHOCTUKHU
1 TAKTUYIECKHUX OITHOOK.

B paGore mpuBeneHO omMCcaHWE TpeX KIMHHYE-
CKHX CITy4aeB TOTAILHOTO M CyOTOTambHOTO araHIIN-
032 KHILIEYHUKA y NAIUEHTOB, MPOXOAMBIIMX J€ue-
HUE B OTJEJIEHUU XUpypruu HoBopoxaeHHbIX [II'Kb
Nel3 um. H.®. ®umarosa B 2015-2016 . Llensio
palboThI SBISCTCS OMMCAHUE 3aTPYIHEHHUM, BO3HHKA-
IOINX TIPH AWAarHOCTHKE 3a005IeBaHMs, M U3JIOKEHUE
OIMbITA BEJCHUS TAKUX MAI[UCHTOB.

Kanauvecknii cayuai 1. Jesouka K., ot 1-#
OcpeMEHHOCTH, MpPOTEKaBIIeH  (U3UOIIOTUYCCKH,
OoT 1-X CpPOYHBIX POMOB; COCTOSHUE NPU POXKICHUU
yIoBieTBOpuTensHOE, Macca — 3390 1, pocT — 53 cmM,
o Anrap — 9/10 6amnmoB. C 1-X CyTOK JKWU3HHU TOSBU-
JUCh MPU3HAKU HU3KOW KUIICYHOM HEMPOXOJUMOCTHU
B BHJIC B3IyTHUS )XKUBOTA U CpbiruBaHuid. [lo skcTpeH-
HBIM TOKa3aHHUSIM Ha 5-€ CyTKU KM3HH PEOCHOK ObLI
OTIEPUPOBAH TI0O MECTy >XKHUTEIHCTBA, MPOU3BEICHEI
YaCTHYHAs PE3EKIUS IMOAB3IOIIHON KUIIKY 0e3 yKa3a-
HUS NPOTS)KEHHOCTH, BBIBEICHUE UIICOCTOMBI. B CBs-
34U C COXpaHAIOIICHCS KIMHUKOW HHU3KOM KHUILIEUHOU
HEMPOXOAUMOCTH Ha 10-e CyTKU XKU3HHU ONepUpOBaHa
MOBTOPHO — BBIBEACHA €IOHOCTOMA. B mocnieomepa-
IIHOHHOM TIEPHUOJIE COXPAHSIINCH SBICHHS YaCTHIHON
KHUILIEYHON HEMPOXOJUMOCTH, HANAIUTh SHTEPATbHYIO
Harpy3Ky He ymaBanoch. [lo Mopdomornueckum maH-
HBIM UMEJI MECTO PaCIpOCTPAHEHHBINA araHIIINO03 TOJ-
CcTOM KUIIKH. JJId manbHENIIEro JICYEHHUsI B BO3pacTe
1 mecsna 18 cyTok sxu3Hu Obuta niepeBeaeHa B JII'KB
Ne13 um. H.®. dunaroBa ¢ IMarHO30M «COCTOSTHHE
MOCJIE PE3EKUUU y4YacTKa TOHKOM KHIIKH, HOCUTEIb
€IOHOCTOMBI, KOHIIEBOM wuieocToMbl». [lo maHHBIM
MPOBEACHHOTO PEHTICHKOHTPACTHOTO HCCIIEIOBAHUSA,
JUTMHA TIPUBOJSIIETO OTAENa TOHKOM KHIIKH A0 €lo-
HOCTOMBI He mpesbimana 20 cM oT cBsI3ku Tpeiina,
IIPY BBEJEHUU KOHTPACTHOI'O BELIECTBA B UJICOCTOMY
peTpPOrpagHO KOHTPACTHUPOBAJIACH BHU3YallbHO HEU3-
MEHEHHAsl TOHKas KUILKa C COXpaHEHHOM mepucTalb-
TUKOH, MPU PETPOrPaJHOM KOHTPACTUPOBAHUHU TOJ-
CTOW KHIIKU PEHTICHOJIOTMUSCKIE MPU3HAKU 00JIe3HU
I'mpmmpynra He ompenensanuchk (puc. 1.). YaureBas
OTCYTCTBHUE JOCTOBEPHBIX JAHHBIX 32 IOPAKEHUE TOH-
KOW KHIITKH, peOCHKY OBLIO BBITIOTHEHO OIepaTHBHOE
BMEILIATEILCTBO — 3aKPHITHE €IOHOCTOMBI, MTOATAXKHAS
OMOIICHS TOJICTOM KUIIIKU M TOHKOW KUIIKY (Ha ypOBHE
€IOHOCTOMBI).
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ToNCTaA KMILKA
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Puc. 1. BHewwnuit Bua peera K. 1 pesynb-
TaTbl PEHTTEHKOHTPACTHOO UCCTIEA0BAHNS

Puc. 2. Muctonornyeckas KapThHa TOTaNbHOrO araHrnnosa TOMCTOM 1 TOHKOW KMLLIKU y pe6eHKa K.: 2a - Toncras kuiuka (CTpeJ'IKaMM yka3aHa 30Ha, rae
B HOpMeE pacnornaratoTca MEXMbILLEYHbIe FaHFJ'IMI/I); 2B — TOHKas! KULUKA Ha YPOBHE E0HOCTOMbI (CTpel'IKaMM YKa3aHbl e1HNYHbIE MENKWE raHrmnuum ¢ oT-

CYTCTBUEM raHIMUOHAPHbIX KJ'IeTOK)

B mocieonepaiimoHHoM Tiepuose y peOeHKa co-
XpaHAJIMCh SBJICHUS YaCTUYHOM KHUIIEYHOM Hemnpo-
XOAUMOCTH, SHTEpAJbHOE IHUTAHHE HE YCBAaWBaJIA.
[Ipu NOBTOPHOM PEHTTEHKOHTPACTHOM HCCIEIOBAaHUU
BBISIBJICHO, YTO IPOKCUMAJIbHBIE OTEIBI TOIIECH KUIIKU
HE pacIIuPEeHbl, OHAKO MACCaX MO KUIICYHUKY 3aMel-
JIeH, U 4epe3 3 Jaca KOHTPACTHOE BEIISCTBO pacioia-
raeTcs B Tome kumke. C yd4eToM JaHHOW KIMHHKO-
PEHTI€HONIOTMUYECKON KapTUHBI, a TAK)KE MOJYyUYEHHBIX
JTAHHBIX TUCTOJIIOTUYECKOTO HccienoBanus ((hparMeHT
TOJICTOM KHINKH — MEXMBIIICYHBIC TaHIIMU MEJIKUE,
HEpBHBIC KJICTKH BaKyOJWU3UPOBAHBI, TAHTIIMOHAPHEIE
KJICTKH HE OMPEIEIAIOTCS, PparMeHT TOIMIEH KUTITKA —
MEXMBIIIICYHbIE TaHIIMK €IWHUYHBIE B Mpenapare,

28

MeEJIKHe, C OTCYTCTBHEM TaHTIIMOHAPHBIX KJIETOK) (pHC.
2a u 2B); y pebeHKa 3amo03peH paclpOCTPAHCHHBIH
araHIyIno3 TOJCTON W TOHKOW KHIIIKH.

B Bo3pacte 2,5 mecsieB peOeHKY BBIMOIHEHA
MMOBTOPHAs OIEepalusi — BUCLEPOIN3, BBIBEACHUE €IO-
HOCTOMBI Ha YPOBHE 25 cM 0T cBsi3ku Tpeitna. Uu-
TpaomepanoHHO BBISABICHO, YTO HAJOKEHHBIN paHee
aHACTOMO3 TIPOXOIWM, TETIM TOHKOW KHIIKH pac-
MIMPEHBI 10 5 CM, CTEHKA KUIIKH CHHIOIIHOTO I[BETA,
MEPUCTANBTHKA KUIIIEYHUKA HE OmIpe/eiseTcs, Oblia
BBIBEJIEHA pa3/ieNbHas etoHocToMa. ['ucronornueckoe
3aKJIFOUEHHUE: YYaCTOK TOIICH KHIIKK ¢ JUCTpOU-
YECKHUMH HEPBHBIMHU CIUICTEHUSIMH, C OTCYTCTBHEM
TaHTIMOHAPHBIX KJIETOK. PeOEHKY OB YCTaHOBIECH
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a b

Puc. 4. Pesynktathl peHTTEHKOHTPACTHOTO McCrefoBaHus Y pebeHka
B.: a - cpasy nocne BBEEHMS KOHTPACTHOMO BelLecTBa, b — Yepes

1 yac: OTCYTCTBUE NacCaXa KOHTPACTHOrO BELLEeCTBa

muarno3  «CybomomanvHulil  a2anHenu03 KuleuHurd
(cucmonocuyecku nOOMEEPHCOeHO OMCYMCmeue 2au-
enues Ha yposne 25 cm om ceasku Tpeiimya), Hocu-
mefb eloHO- U ULEOCHOMbL; CUHOPOM KOPOMKOU KU~
kuy. IlocieonepanuoHHBIN TepUON OBIT OCIOKHEH
TeUEHUEM UTUTEIHFHON TeHepaan30BaHHOW OaKTepH-
aTbHO-TPHOKOBOW MH(EKIUU, TOKCHKO-METaboImIe-
CKHM ITOpakeHueM nedyeHu. [1o crabunuzamnuu cocTo-
ssHHUSI B Bo3pacTte 4,5 MecsIeB peOCHKY BBITIOJHEHBI
YCIEIIHOE 3aKPBITHE CFOHOCTOMBI U PEKOHCTPYKIIUS
JIUCTAIBHOM MIIEOCTOMBI. B mocieonepanioHHOM Iie-
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Puc. 3. Brewnuit Bug pebenka B. u ee pexTreHono-
rYeckas KapTuHa npu NOCTYMAEHNH

pHUOJEe yAaIOCh HAaAUTh SHTEPATHHOE MIUTAHHUE CIIE-
IUATN3UPOBAHHON aMUHOKHCIOTHON CMECHIO B TPO-
(hrueckoM 0ObEMeE C OYCHBb MEITICHHBIM PaCIIUPEHUEM
oObema kopMiieHUs. Y peOeHKa Oblla KOHCTaTUPOBa-
Ha 3aBHCHMOCTh OT YAaCTHYHOTO MapeHTEPaTHLHOTO
nuTa"usa. B Bo3pacte 5 mecsameB pebeHKY ObUT ycTa-
HOBJICH TyHHEIWPOBAHHBIA I[EHTPAIBHBINA KaTeTep,
U JIeBOYKa OblLlIa BBIMTMCAHA IOMOU ISl TIPOIOIDKEHUS
YaCTUYHOTO MapEHTEPATbHOIO MTUTAHUS B JOMAIITHUX
ycnoBusix. B Bo3pacte 7,5 mMecsiieB ObLia BBIMOIHE-
Ha TOTaJIbHasA KOJIDKTOMMs, HHU3BCIACHHUEC ITOJAB3IOIII-
HOM KHUIIKW, HAJIOXKEHHWE WIE0aHaJbHOTO aHAaCTOMO-
3a, TIOBTOPHAs OWOIICHS TOHKOM KHIIKH Ha ypOBHE
CIOHOCTOMBI W TOJICTOW KHWIIKW. OcTaTovHas AJINHA
TOHKOM KUIIKM — OKOoJIo 75 cMm. ['mcronmoruueckoe
HCCIIEIOBAaHNE YAAJCHHBIX CETMEHTOB KHWIIKH Ialio
MIpEeKHHUE PE3YNBTaThl: BO (parMeHTe CTEHKH TOHKOMH
KHUIIKHA HA YPOBHE CTOMBI €IUHUYHBIE TUCTPODUIHBIE
HEPBHBIE CIUIETEHHUS C OTCYTCTBHEM TaHTJIMOHAPHBIX
KJIeTok. HecMoTpst Ha 3aBepllieHHEe XUPYPrUUECKOTO
JICUCHUS, Y PeOCHKA COXPAaHSJIUCh MPU3HAKU XPOHH-
YeCKOM KHUIICYHOM HEAOCTATOYHOCTH, HU3KOH ToJe-
PAaHTHOCTH K JHTEpaAJIbHOMY MNHTaHWIO0 (ycBawBasa
SHTEpaNbHO He Oonee 25% CyTOYHOI HOPMBI, IPH I10-
MIBITKE YBEIWYEHUS] OTMEUAIHNCh CPHITHBAHHS M PBO-
ThI). B manpHeiieM nocTeneHHo yaanoch yBEIUIUTh
OGT)GM OHTCPAJIbHOTO IMUTAHUA WU BBCCTHU HCKOTOPOC
KOJTMYECTBO MPOAYKTOB MpuKopMa. B Bozpacte 1 roma
n 1 Mecsama Ha ¢oHe Oojee MHTEHCHBHOTO BBEIC-
HUS TIPUKOPMOB y peOeHKa CTajo yXyAIIaThCs caMmo-
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YyBCTBWE, CHU3WJICS alllIeTUT, Hayaja TepATb B Bece
(—12% wmaccer Tena 3a 1 mMecsIr), OTMEYaJINCh PBOTHI,
3NIEKTPOIMTHBIE HapyleHHUs (TUIOKATUEMHUs], THUIIO-
Harpuemusi). PeOeHOK ObUT rOCIUTANU3UPOBAH B OT-
JleJIeHHe XUPYPruu HOBOPOXKACHHBIX C MOJ03PEHHEM
Ha pEIUAUB KHUIIEYHON HETpPOXOJUMOCTH, OJHAKO
npu o0CJIE€OBaHUH JaHHBIX 33 XUPYPrU4ecKylo Iia-
TOJIOTHIO HE MOJYyYEHO, TSKECTh COCTOSIHUS 00YCIIOB-
JIeHa AMHAMUYECKOH KHUIIEYHOH HEMpPOXOAWMOCTHIO,
9KCUKO30M, JJEKTPOJUTHBIMH M MeTa0OIu4YeCKUMHU
HapyUICHUSAMU (TUTTOKATHEMUS 2,6 MMOJIB/JI, TUTIOHA-
TpUEMUS, TUIIOXJIOPEMHS, METa0OINIECKUN aJIKaJio3
BE + 26 MMoiB/1) BCIenCTBUE CPhIBA HHTECTHHAIb-
HO aganrranmu. Ha doHe momHO# SHTEpanbHOH may-
361 Ha 48 4acoB, HH(PY3MOHHON U aHTHOAKTEpUATbHOMN
Tepanuu, JEKOHTAMHHALIMM KHIIEYHHKA COCTOSHHE
C IOJIOKUTENBHON ITUHAMHUKON: KyIUPOBAIUCH CUM-
NTOMBl 3KCHKO3a M MeTabONUYecKHe HapylieHUs,
yIaJI0Ch HOPMAJIN30BaTh yPOBEHb 3JIEKTPOIUTOB, BOC-
CTaHOBMJICS MACCaXX IO KUIICYHMKY, cTaja Habuparb
Bec. PebeHok OblT BhIMKCaH AOMOH, pEKOMEHAOBAHO
MPOAOKUTh BCKApMIIMBAaHUE aMUHOKHUCIOTHOW cMe-
cbio 0 60 MJI B KOPMJIEHHE C TIOCTEIIEHHBIM, OYCHB
MEIJICHHBIM YBelIn4eHneM 00beMa pa3oBOTO KOpMIIe-
HUS, 9epe3 2—3 Heaenu BO300HOBUTEL BBEICHHUE TTPH-
kopMOB. B HacTosmee Bpems peberky 1 rox 3 mecsa,
JIeBOUKA MOJy4aeT YaCTUYHOE NMapeHTEPAIBbHOE MUTA-
HUE KOMOMHHUPOBAaHHBIM 3-KOMIIOHEHTHBIM PAacTBO-
POM, JOTAIIMIO KalIuicoaepKalux pacTBopoB. Ousn-
YEeCKOe pa3BUTHE peOCHKa cpesiHee, TUCTapPMOHIUYHOE
3a cuer aeduiuTa Maccel Ha poct (SDS pocra — 0,8,
SDS Beca — 1.98, UMT — 13.28, SDS UMT - 4,1),
HEPBHO-TICUXUYECKOE U MOTOPHOE pa3BUTHE MO BO3-
pacty. [IporHo3 ans >kM3HH ONArONpPUSATHBINA, OJHA-
KO OTMEHa YaCTHUYHOTO IMApEHTEPAJbHOTO MUTaHUS
B Ompkaiiiiee BpeMsi HEBO3MOXKHA.

Kannnveckuii cay4aii 2. /leBouka ot III Gepe-
MEHHOCTH, poTekasieii Ha ¢one OPBU Bo 2/3, an-
TEeHaTaldbHO Ha 35-1 Henemne BHIABICHO pacUIMpeHHe
nerenb KueyHuka mioga. Pogsr I, cpounsle, camo-
CTOATENbHBIE, Bec MpH poxaeHun — 3320 1, pocT —
53 cM, mo Amrap 9/9 6amioB, ¢ pOXKICHUS OTMEUe-
HBl NPU3HAKM HU3KOM KHIIEYHOW HEMPOXOIUMOCTH
(B3ayTHE )KHBOTA, OTCYTCTBHE OTXOXKACHUS MEKOHUS),
peOcHOK OBLI TEepeBeficH B O0JACTHYIO OOJBHUILY,
M0 JaHHBIM PEHTI€HKOHTPACTHOTO HCCIIENOBaHUSA —
CHIDKEHHE rayCTpaluy TOJICTON KHUIIKH, 3aIlI0103pEHA
0onesnp ['mpmmpynra. Ha 2-e cyTku xu3HU omepu-
pOBaHa MO SKCTPEHHBIM IOKa3aHUSIM — YacTUYHas
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Pe3eKIns TOB3IOIIHON KUIIKH, OMOTICHS ITOAB3A0II-
HOU U CUTMOBHUIHOW KUIIKH, BHIBEACHUE UIICOCTOMBI.
WHTpaonepainoHHO 00HApYKEHO, YTO METJIM TOHKOH
KHUIIKH pacIiIpeHsl 10 26 MM Ha npoTsbkeHnu 70 cM
oT cBsizku TpeWTua, 3aTeM JuaMeTp KUIIKH KOHYCO-
obOpasHo cyxaetcsa no 0,8 cm, raycTpamusi TOJICTOH
KHIIKH CriaxeHa. BrulonHeHa pe3ekmus Haunboliee
M3MEHEHHOTO OTJeNIa TMOAB3OIIHON KHIIKH (OKOJIO
50 cm), BBIBEICHHE KOHIIEBOU MJIICOCTOMBI Ha YPOBHE
BEPXHEW TPETHU NMOAB3I0UIHOM KUIIKK. B nocneonepa-
MOHHOM TIEPHOJIE IITUTEIHHO COXPAHSINCH SIBICHUS
KHUIIEYHOW HEMPOXOIUMOCTH, MH(EKIIMOHHO-BOCIIA-
JUTEIBHBIN MpOoLEcC, CUHIPOMBI XOJiecTa3a U IUTO-
nu3a, TeMOPParu4ecKuii CUHIPOM, YHTEPATHHOE MH-
TaHue He ycBamBaia. [1o JaHHBIM THCTONOTHYECKOTO
WCCIICTIOBAHUS BBISBICH AaraHmiiio3 CHTMOBHIHOU
KHUIIKH, THUMOTAHTIINO3 MEXMBIIIEYHOTO CIUIETEHHUS
MTO/IB3/IONTHON KUIIKU. B Bo3pacte 2 Mecsies pebde-
HOK Obul mepeBesieH B ortnencHue JIIKB Nel3 wmm.
H.®. ®unarosa nng ganpHeimero gedenus. [lpu no-
CTYIUICHUU COCTOSIHHE TSKEJIO€ 3a CUET CHHApPOMA
CHUCTEMHOM BOCHAJIUTEIbHON pEaKIUu, TEYECHUS HH-
TEPOKOJINTA, OONBIIOTO 00BEMa MATOIOTHYECKUX TI0-
TEph 10 WIEOCTOME, OEIIKOBO-IHEPIeTUYECKON HE0-
craroyHoCTU. [Ipyu MOBTOPHOM PEHTTEHKOHTPACTHOM
uccienoBaHuu (konocrorpadus) BBISBICHO, YTO MO~
B3JIOIIIHAS KWINKA IIUPOKAash Ha BCEM MPOTSKEHUU,
BSJIO TIEPUCTAIBTUPYET, TOJCTAsA KHUIIKA CyXeHa, Ta-
ycTpanusi ee He npociexuBaerca (puc. 3), oTMeda-
€TCsl OTCYTCTBHUE 3BAaKyallMl KOHTPACTHOTO BEILECTBA
10 TOJICTOM KHIIIKe (puc. 4).

Ha ¢one wH)Y3MOHHOH Tepamuu, MONHOTO Ta-
pEHTEpAIBHOTO MUTAaHUS, aHTUOAKTEPHUATBHON U TIPO-
TUBOTPHOKOBOM Tepamnuy, CTUMYJSIUN KHUIICYHHUKA
HE VyIaBalloCh JOCTUYh TIOJOKUTEIBHON JIUHAMKHA
u anekBatHoro naccaxa mno JKKT, nepenecna karetep-
ACCOILMUPOBAHHYIO TPUOKOBYIO MH(EKIHIO C BEICEBOM
Candida parapsilosis, HHUXKHEIOJCBYIO ITHEBMOHHIO
cnpaBa. B cBS3M ¢ COXpaHSIOMUMUCS SBICHUSAMH da-
CTUYHOW HETPOXOJUMOCTH KHINEYHUKA, HEBO3MOXK-
HOCTBIO HAJaJIUTh SHTEPATbHOE NMHUTAaHUE B BO3PacTe
3 mecsueB 27 gHell peOSHOK OMEpHUpPOBaH MOBTOPHO,
MPOBENICHBI BUCIICPOJIN3, PEKOHCTPYKITUS UICOCTOMBI,
OHOIICHS CTEHKH TOHKON M TOJICTON KHWIIKH, a TakKKe
OB YCTAHOBJIEH TYHHEIMPOBAHHBIN KaTeTep IS UTH-
TENBHOTO MapeHTepanbHoro nmutanus. [locieoneparm-
OHHBIM TEPUOA MPOTEKAJ TAXKENO 3a CUET AJTUTEIBHO-
ro mape3a KHUIIICYHHKA, TeMOPParuueckoro CHHAPOMA,
MOpaKEHUS MEYCHH (CUHIPOMA XO0JIeCTa3a, IIUTOIN3a);
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Puc. 5. Muctonornyeckad KapTiHa TOTarbHOro araHrnnosa TONCTOM ! Cy6TOTaJ'IbHOF0 araHrnno3a TOHKOM KULLKN y pe6eHKa B.: ba - ToncTas kuwkw, 5b -
TOHKaA KULLKa (Ha YpOBHE VIJ'IGOCTOMbI), CTPENKaMM yKasaHbl €ANHUYHbIE FaHTMK B NpENapare

SHTEPATbHOE MUTAHUE BHICOKOTHIPOIM30BAHHON CMe-
CBIO YZIaJOCh Hayarh ¢ 12-X moclIeonepanuoHHbIX CY-
ToK. [0 pe3ynbraraM THCTOJOTHYECKOTO 3aKITFOUYCHHUS
MOJTBEPXKICH JUArHO3 CyOTOTAJILHOTO araHIyino3a Ku-
IIEYHHMKA: BO (PparMeHTaX CHTMOBHJIHOM U IOIEped-
HOM KHITKH — TOTaJbHBIM araHrino3, BO ¢parMeHTe
TOIeH KHUIIKH (YPOBEHb CTOMBI) — OYarW araHrino3a
Ha (oHE 00IIero TuIorannmo3a (puc. 5a u SB).
PeGenky Obut ycrtanoBineH nuarHo3: «Cyomo-
MANbHLLL  A2AH2IUO3 KUWLEHHUKA (A2aHeauo3 moj-
CMOotl, 2UN02anaiuo3 No0B300UHOU KUWKU), COCNOs-

Puc. 6. Pesyntarbl peHTTEHKOHTPACTHOMO
uccnenoBatms y peberka E.; otcytcTue ray-
CTpaLyy, CyXeHve AvameTpa kLuku 6e3 YeTkoil
MepexoaHON 30Hbl

HUe nocine qacmuquoﬁp&ekuuu Nn008300UWHOU KuuKu,
HOCUMENb ULEOCHOMbL, CUHOPOM KOPOMKOU KUWIKUY.
Taxxe y peObeHka ObUT BBISBICH U TEHETUYECKH MOJ-
TBepxKaeH cuHapoM JKunbbepa. B Bospacre 4 mecs-
1eB 25 aHeit pedeHoK OBLT BBITTMCAH JOMOH IJIS TPO-
JIOJDKEHHST YaCTUYHOTO TapeHTEPalbHOTO TMMHUTAHUS
B IOMalIHUX ycI0BUAX. B Bo3pacTe 9 mecsies peOeH-
Ky ObliIa BHITIOJTHEHA ONepalysi — TOTAIbHas KOJIIKTO-
MU, HU3BEJACHHE MOAB3AOIIHON KHUIIKH; OCTAaTOYHAS
JUTMHA TOHKOW KuIKH — okono 70 cm. Ilocneomepa-
UOHHBIA TIEPUOJ MPOTEKAI OTHOCHTEIBHO TIIAJKO,
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naccax mo JKKT BoccraHoBmics Ha 2-e€ /0 CyTKH,
SHTEpaJbHOE MUTAHUE HAaYaTo ¢ 6-X MOCIeonepaioH-
HBIX CyTOK C MEIJICHHBIM yBenmueHueM 10 40 mur ge-
pe3 3 dJaca; mepuoJMYECKA OTMEYaINCh CPBHITMBAHUS
OonpIIMM 00BEMOM, 3aCTOMHOE OTAETIIEMOE IPU 30H-
JTUPOBAHUU JKENy/lKa, YTO 3aCTaBJsUI0 CHHXKATh TEM-
Bl yBenm4ueHus oObema muranus. Ha ¢done 00ib-
Ioro 00beMa TMaTONIOTUYECKHUX IOTePh OTMEYaNCh
TUIOKATUEMHUS U META0OIMYECKHUA allkajio3, 4TO TO-
TpeOOBaO AOTalMK KalUiicomepiKallero pacTBopa.
B Boszpacre 9,5 mecsieB peOeHOK ObLI BBITUCAH JI0-
MO JIJISl TPOIOJKEHUST YAaCTHYHOTO MapEeHTEPATBHOTO
MUTAaHUS B JOMAIIIHUX YCJIOBHAX. B HacTosIee Bpems
peberky 1 rox, cocTosHUE IEBOYKH CTaOMIbHOE, 00h-
€M HTEpaJbHOTO MUTaHUA pacuupex 1o 80 mi yepes
3 vaca, BBeIEH MPUKOPM B BHUJE OE3MOJIOYHOHN KYKY-
py3Hoi kamu. Ou3nueckoe pa3BUTHE PeOCHKA BBIIIE
CpeIHero, TapMOHUYHOE, OJJHAKO PEOCHOK yrpoXKaem
M0 Pa3BUTHUIO PELMANBOB JIMHAMUYECKOW KHIIIEUYHOU
HEMPOXOJUMOCTH, COXPAaHAETCS CHIDKEHHAsl Tole-
PaHTHOCTb K JHTEPaJbHOMY HHUTAHUIO (SHTEPAIbHO
ycBauBaeT okoJio 20% cytouHoi norpedHoctn). I[Ipo-
THO3 JUIsl XKHU3HH peOeHKa OnaronpusTHBINA, HO OTMe-
Ha TMMapeHTepaJbHOTO INMUTAHHS B HACTOAIIEEC BpEMS
HE TIPEJICTABIAETCS BOZMOXKHOM.

Knunnuyecknii cayvait 3. Jlesouka E., ot 1-i
OepeMeHHOCTH, IPOTEKaBLIeH HAa QoHe TecTo3a, aHe-
MHUH, aHTeHaralbHO Ha 30-31-ii Hemene BBIABICHO
paciMpeHue nereilb KUIIEYHHWKA riofa. Poxasr 1-e,
cpouHble, Bec pu poxaeHnn — 2200 1, mmmHa — 47 cM,
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mo Amrap — 7/7, cCOCTOSHHE TSDKEIIOE 3a CUET CHH-
npoma yrHeTeHUs. C 1-X CYTOK >KH3HU OTMEYallucCh
CPBITHMBAaHHUSA, B3AYTHE XKHBOTA; SHTEPAJIBLHO HE KOP-
MUJIach, TOJy4ana aHTHOAKTEPHAJIbHYIO TEpalwio,
MOJIHOE TapeHTepalbHOe NMUTaHWe; K 1-My Mecdmy
JKU3HHU COCTOSIHHE CTaOWIM3MPOBAIOCh, OAHAKO TO-
MBITKA HAaYaTh JHTEpaJbHOE MUTaHUE B TPO(QHIECKOM
o0bemMe okazajach Oe3yCHelmHOH (B3AyTHE >KHUBOTA,
0o0UJIBbHOE 3aCTOHHOE OTAENSEMOE MO KEIYJOYHOMY
30H1Y). bwina 3amomospena Gone3nnp [mpummpynra,
1 B Bo3pacTe 38 CyTOK XU3HH peOEHOK OBLIT mepeBe-
JIeH B OTJelieHue Xxupypruu HoBopoxjaeHHbix JII'Kb
No 13 um. H. @. @unaroBa ais XUpypruyecKoro jeue-
Hus. [Ipu npoBeaeHUN 1000CIEAOBaHUS 110 TaHHBIM
Y31 OpromHoi MOJIOCTH MEPUCTANbTHKA KHIICYHU-
Ka COXpaHEHa, IpU uppurorpaduu rayctpamus TOjI-
CTOW KWIIKH CIIaXeHa, JOCTOBEPHO 30HBI CYXEHUS
He omnpenensroTcs (puc. 6).

B cBsi3u ¢ coxpaHeHHEM KWIIEYHON HEMPOXOIH-
MOCTH (OTCYTCTBHE CAMOCTOATEILHOTO CTYJa, 3aCTOM-
HOE€ OTJeNsieMoe 0 KeIyI0YHOMY 30HAY) B BO3pacTe
45 cyToK XU3HH ObLIA BEHIMOIHEHA OTepaIs — BbIBe-
JIEHHE HJIEOCTOMBI, OHMOIICUS TOJICTOH M TOHKOM KHIII-
KU. IHTpaonepaloHHO BBISIBICHO, YTO NETIN TOHKOH
KHILKK pacliupeHsl 10 1,5 cM, CTeHKa MOJB3IOIIHON
KHIIKK YIUIOTHEHA HA BCEM MPOTSIKCHUH, CUTMOBHI-
Has KWIKa cyxkeHa 1o 0,6 cM, CTEHKa €€ PUTHIIHASI,
0e3 raycTpaluu, TOJICTasi KUIIKAa Ha BCEM MPOTSHKEHUU
1o 1,0 cM. YuuThIBas IOI03PEHIE HA TOTABHYIO (hop-
My Oosne3nu [ upiimpyHra BeIBeJieHa TUCTaTbHAS HIIE0-

b
Puc. 7. Tuctonornyeckas kapTuHa cybToTanbHOrO araHmio3a TONCTON 1 TOHKON Kulwkw Y peGeHka E.: 7a — ToncTast kiLuka (CTPENKOi ykasaH euHuY-
HbliA raHWiA B Mpenaparte), 7b — TOHKas KuLuka (Ha YPOBHE EIOHOCTOMBI) — FaHTTMM OTCTYTCTBYIOT
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CTOMa, B351Ta MOJIHOC/IOMHAs OHMOIICHS CTEHKH TOJICTOM
KHIIKA W ITUCTANBHOTO OT/AeNa MOAB3AONIHON KHIITKH
Ha ypoBHE CTOMEI. B 11/0 mepuojie cocTosiHre ocTaBa-
JIOCh TSDKENIBIM, COXPAHSIIUCh MPU3HAKH YaCTHYHOM
KHIIEYHOW HEMPOXOIUMOCTH (PBOTA, 3aCTOWHOE OT/e-
JIIEMOE TIO KEMyAOYHOMY 30H[Y), IO JAaHHBIM Y3U —
pacImpeHre IeTellb KuednnKa 10 16—18 mwm, Bstas
MIEPUCTAIBTHKA, TP PEHTTEHKOHTPACTHOM HCCIIEN0-
BaHUM — OTCYTCTBHE IAcCaka MO KHUIIEYHUKY dYepe3
3 u 6 4acoB, eAMHUYHBIC YPOBHU KHJKOCTH. B cBs3n
C COXpPaHEHUEM KIIMHHUKO-UHCTPYMEHTAIBHONU KapTU-
Hbl YaCTUYHON KUIIEYHOW HEMPOXOAUMOCTH B BO3pac-
Te 1 Mecsma 23 CyTOK JKU3HH BBIITOJIHEHO TTOBTOPHOE
OTIepaTHBHOE BMEMIATEIhCTBO — BBIBEICHHUE TETICBON
CIOHOCTOMBI, ITOBTOPHOE B3SITHE IIOJIHOCIOWHON Ou-
ONCUHM CTEHKM TOHKOM KHUIIKHM Ha YPOBHE CIOHOCTO-
Mbl. [TocieonepallmoHHBIN MEpUOA MPOTEKAT TAKEIO
3a cyeT OONBIIMX TOTEPH MO BBICOKOH EIOHOCTOME,
BOJTHO-DJIEKTPOIIUTHRIX W METaOONMYEeCKNX Hapyle-
Huil. [lo JaHHBIM THCTOJOTHMYECKOTO HWCCIIEOBAaHUS
MOJTBEPXKICH CYOTOTANIbHBIA araHrino3 KHIICYHUKA
((parMeHTBI CTEHKU TOJCTOW KHUINKH (CUTMOBUJIHAS,
aHHeHJII/IKC) — MCKMBIIICYHBIC T'aHITIMU COAWHHUYHBIC,
TaHTIMOHAPHBIC KJIIETKH HE OMPEICIIIOTCs, (hparMeH-
Thl CTEHKH TOHKOW KHUINKH (Ha YPOBHE HJIEOCTOMEI)
Y TOIIEH KUIIIKU Ha YPOBHE CFOHOCTOMBI — TOTAIBHBIN
arannmos (puc. 7a u 7B).

PebGenky ObuT ycTanoBieH quarHos « Cyomomans-
HbLU A2aHeIUO03 KUUEUHUKA, HOCUMENb elOHO- U Ulleo-
CMOMbl, CUHOPOM KOPOMKOU KUWKU» W KOHCTaTHPO-
BaHa 3aBUCHUMOCTh OT YaCTUYHOTO IMapeHTEepPaIbHOTO
nutanus. CoctosHUe peOeHKa JINTEIBHO OCTaBAIOCh
TSDKEIIBIM 33 CYET CUHAPOMA MalIbaOCOPOIINU, TCUCHHUS
WH(EKIIMOHHO-BOCTIAIMTEIBLHOTO TIpoliecca (HEOHO-
KpaTHBIC PEUUAUBEBL KaTeTep-aCCOHHHpOBaHHOfI HH-
(dhexIumn), CHHIPOMOB IUTONIM3a U XOJIecTa3a, aHEMHIH
TsDKeNnoil creneHu. Ha oHe MHTEHCHBHOU Tepamnuw,
MOJTHOTO MAaPEHTEPATHHOTO MUTAHUS COCTOSTHUE OBLIO
CcTaOWIM3UPOBAaHO, HAYaTO DHTEpajbHOE MHUTAHHE
B TpodryeckoM 00beMe C MOCTENIEHHBIM pacIIupEHUEM
1o 30 M B kopmuterue. B Bospacte 3,5 mecsma peben-
Ky OBLITO BEITIOJTHEHO HAJIOKEHHE MEXKUIIETHOTO aHa-
CTOMO3a, TIOBTOPHOE B3STHE OMOIICHU TOHKOW KHIIKH
Ha YPOBHE CIOHOCTOMBI, a TAKXKE YCTAHOBKA TYHHEIIH-
POBaHHOTO KareTepa IUIsl JUINTEILHOTO HapeHTepalb-
Horo muTtaHus. I'mcrojorudueckas KapThHa OPCKHAA:
MEXMBIIIIEYHbIE TAHIIIUN €JUHIUYHbIE, OYeHb MEIKHE,
TaHTIIMOHAPHBIE KIETKW He ompenenstorcs. llocme
omepanuu peOeHOK UTUTEIHHO BBIXaXKUBAJCS B YCIIO-
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BUSX OTIEICHHUS XUPYPTHH HOBOPOXKIEHHBIX, OTMeE-
YaJIUCh MEPUOANYECKUE YXYAIICHUS 32 CUET SIBJICHUMN
YAaCTUYHOW KUIIEYHOW HENPOXOAUMOCTH U PELIUIUBOB
KaTeTep-acCOlMUpoBaHHOW WHpeKkmuu. B Bo3pacte
7 MecsreB OblTa BRITIFICAHA TOMOU JUIS TIPOXOIKCHHS
YaCTUYHOTO MapeHTEepPaThbHOTO MUTAHHS B JTOMAITHUX
ycnoBusix. B Bo3pacte 8 mecsnes y peOeHKa pa3Buil-
csi TpoMOO3 TTYOOKHX BEH Ha CTOPOHE CTOSHHS LICH-
TPaJILHOTO KaTeTepa, YTo MOTpedoBaIo 3aMEHBI COCY-
JUCTOTO JIOCTYTa; y peOeHKa ObUTa TUarHoCTUpOBaHa
BpOXKJIeHHAs TpoMOopmius (nehuuT aHTUTPOMOHHA
III), OpuTa HAauaTa MOCTOSTHHAS TEPAIUs HU3KOMOJIEKY-
JSIpHBIM renapuHoM. B Bospacte 1 roga pebeHky Obin
BBITIOJIHEH 3aKIIOYUTENBHBIA dTall XUPYPTrUYECKOTO
JICUEHUSI — TOTaJIbHAsA KOJIDKTOMUS, HU3BEJECHUE TOA-
B3[IOIIHOM KHWIIIKH, HAJIOKEHHE HMIICOAHAIHFHOTO aHa-
CTOMO3a; OCTaTOYHAs [TMHA TOHKOW KHIIKHA — OKOJIO
100 cm. MHTpaonepaiionHasi KapTUHA NPEACTaBICHA
Ha puc. 4, BUJIHA araHINIMOHAPHAS CYKEHHAasl TOJICTas
KHUIIKA, Y4aCTOK araHIJIMOHApHON pacIlIMPEHHON Moj-
B3JIOIIHOM KHIIKH, BU3yaJbHO HEM3MEHEHHAas TOIIas
kumka. HecMoTpst Ha HaTM4HMe THCTOJIOTHIECKH TTOJT-
TBEPIKIEHHOTO araHIIno3a TOHKOW KWIIKK Ha YPOBHE
CepeaMHBI TOIEH KUIIKK peOCHKY He MPOM3BOAMIACE
pEe3eKLUs araHrIMOHAPHOTO YYacCTKa TOHKOM KHUIITKU
BO M30eKaHHe TOTEPH aACOPOIIMOHHON MOBEPXHOCTH
KunieyHuka. B HacTosmee Bpems nesouke 1 rox 1 me-
cA1l; peOCHOK HAaXOAWTCS Ha YACTUYHOM JIOMAIlTHEM
MapeHTEePAbHOM IUTAaHUM 3-KOMIIOHEHTHBIM pac-
TBOPOM [IJIsl MAPEHTEPAIBHOIO MUTAHUS C JOTaLUEn
10% Tmoko3Bl M pacTBOpa Kalus XJopuaa (B CBS3H
CO CKJIOHHOCTBIO K THIOKajguemuu). B cBsizu c da-
CTBIMM pEMAMBAMH YaCTUUHOM KUIIEUHOU HEMPOXO-
TUMOCTH B aHaMHe3e 00BheM HHTEepPajbHOTO IMHUTAHUS
HapaIuBaeTCsl OYeHb MEIJICHHO U B HACTOAIIEE BpEMS
He npesbimaeT 20% ot cyTouHoi HOpMbI. PU3NUECcKoe
pasButue pedenka Huszkoe (SDS pocra — 3,69), muc-
rapMOHHYHOE 32 cUeT AeunmTa Macchl Ha poct (SDS
Beca — 4,5), oqHAKO OTMEUYaeTcsl BRIpaKCHHAS I10JIO-
JKUTENbHAs TWHAMUKAa MacCO-POCTOBBIX ITOKa3aTelnen
B Bujae ymeHblneHus creneHu SDS (MMT — 14,98,
SDS UMT =-2,2). Y pebeHka coxpaHsieTcsl TEMIIOBas
3aJiep’KKa MOTOPHOTO Pa3BUTHSI, HEPBHO-TICUXHUYECKOE
U TIPEApPEYeBOE pPa3BUTHE COOTBETCTBYET BO3PACTY.
[IporHO3 my1st KU3HU OJarONPHUATHBIN, OJHAKO OTMEHA
MapeHTePaNbHOTO TUTAHMS B HACTOSIIEEe BpeMs He-
BO3MOJKHA.

O6cy:xkaenue. Panee TOTanbHBIN araHrivo3 Ku-
HIeYHUKa ObLT aOCONIIOTHO JIETAJIbHBIM 3a00JIeBaHU-
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eM. Co BpeMeHeM, 10 Mepe YITyUIIeHUS TUarHOCTUKH
YW METOOB JICYCHUS BBDKHBAEMOCTHh TAKUX IallMCH-
TOB TIOBBICHJIach, HO emle B 1999-2000 rr. gocTHra-
na guus 50% [5]. B mocneanue roasl, ¢ pa3BUTHEM
TEXHOJIOTUH JOMAIIIHETO MapeHTEePATbHOTO MUTAHUS,
MOSIBIICHUEM 3alUIIEHHBIX YCTPOUCTB IS IITUTEIh-
HOTO COCYAHICTOTO IOCTYTIa, CTAJ0 BO3MOXKHBIM ITOJI-
JIEp’)KUBATh TAI[UEHTOB C TOTAIBHBIM AaraHrino30M
KHUIIEYHHKA B CTaOWJIHPHOM COCTOSHHHM B TEUCHHUE
MHorux jet [3]. AnutenbHoe mapeHTepaibHOe MUTa-
HUE CBS3aHO C PUCKOM OMPEIEICHHBIX OCIOKHEHUH,
MMOATOMY B HACTOSAIIEE BPEeMs IPOIOJIKAETCS TTOUCK
ONTHUMAJIBHONW TaKTHKW BENEHWS [aHHOW TpPyTIIBI
nauueHToB [3, 4]. belim npennokeHbl pa3iuyHbIE
XUPYPru4ecKue TAKTUKHU IS JIeYEHUsl NeTel ¢ To-
TaJIbHBIM M CyOTOTAJIbHBIM araHTIM030M KUIIEYHUKA
(omepammu Maptuna u Kumypa, npouenypa Llurnepa
(pacmmpeHHass MHOIKTOMHSI-MHOTOMHUS), TOTaJbHAS
KOJIDKTOMHSI W HHU3BENEHHE TOJB3JIONIHON KHIIKH
C CO3JIaHHMEM WIJIE0AaHATHHOTO aHACTOMO3a, YIIHHSIO-
mas ractuka no buanum u STEP-npouenypa, a Tak-
JKe TpaHCIUIaHTalusi pparMeHTOB TOHKOM M TOJICTOH
KHIIIKW), OJHAKO HHU OJWH M3 3THUX METOJOB HE JOKa-
3aJ1 TPEBOCXOACTBA HAJI APYTUMHU B HE CTaJ «30JI0THIM
crangaprom» [1, 3, 4, 9]. Cpenu Xupypros HeT enu-
HOTO MHEHHS O TaKTHKE U CPOKax OMEPaTHBHOTO Jie-
YEeHUs, IJIABHBIM 0CTaeTcs BONpoc 00 00beMax pe3ek-
MM TOPAKEHHOM TOHKOM KHILKH, TaK Kak, C OJHOU
CTOPOHEBI, PE3CKINS BCEro MOPaKEHHOTO CErMEHTa
TOHKOW KHIIIKW TPHUBOIUT K ITOTEPE aacoOpOIMMOHHON
MMOBEPXHOCTHU KHUIIIEYHUKA U PA3BUTHIO CHHAPOMA KO-
POTKOM KHUIIKH, C IPYroil — COXpaHEeHHE MOPOYHO pa3-
BHUTOTO OpraHa MPUBOAMT K YaCTHIM 000CTPEHUIM H-
tepokonuta [4]. Tak, mo muenuto Hukkinen u coasr.,
a taxke Harjai u coaBT., cOXpaHeHHE MPOTIKESHHOTO
araHMIMOHAPHOTO CErMEHTa MPUBOAUT K XYyAIIUM
pesynbraram [1, 4], a Finaly u coaBT. pekoMmeHAYOT
COXpaHSATh MAKCUMAJIbHO BO3MOXKHYIO IJIMHY TOHKOH
KHIIKY, 1aKe araHMIMOHAPHYI0, BBUAY TOTO, YTO IO-
clie JUITENIPHOTO MepHuoAa adanTallid U CO3PEBAHUS
OTH YYACTKH KHUIICYHUKA (HyHKIIMOHHPYIOT YIOBJIET-
BOPHUTEILHO [4].

Ha 6a3e oTtnmeneHus Xupyprud HOBOPOXKICHHBIX
AI'KB Ne13 um. H.®. dunaroBa B HacTosiee Bpe-
Msi aMOyJaTOpHO HAOMIONAIOTCS TPU MalueHTa C TOo-
TaJIbHBIM W CyOTOTAJIbHBIM araHIIMO30M KHIICYHH-
Ka. Y NIBOWX JeTel aHTeHAaTaJbHO OBIJIO BBISBICHO
pacmmpeHue TeTenb KWlledHuKa Tuioxa. llpu3Hakm
KHUIIEYHOH HETPOXOJUMOCTH Y BCEX TPOUX JeTel
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BO3HHUKIM B TIEpBBIE CYTKH >Xu3HU. [lepBbIii 3Tanm
XUPYPTrAYECKOTO JICYCHUS] ObLI MPOBEACH Y OIHOTO
pebeHka — Ha 2-e CYyTKH JKU3HH, Y BTOPOTO — Ha 5-¢
CyTKH >KW3HH, Y TPEThEro — Ha 45-¢ CYTKU >XHU3HU
B CBSI3M C HESACHOCTBHIO KIMHUYECKOW KapTHHBI. Oco-
OCHHOCTAMH DPEHTTEHOJOTHYECKOW KapTHHBI Yy BCEX
MAIMEHTOB OBLIO OTCYTCTBHE KJIACCUYECKOW KaPTHHBI
CTEHO3a U CYNPAacTEHOTHUYECKOTO PACIIUPEHUS OTJe-
JIOB KUIIICYHHWKA, MAJOM3MCHEHHASI TOJICTAsl KHUIIKU,
MIPH 3TOM OTMEUAJIOCh 3aMEIJICHHE W OTCYTCTBHUE
racca)ka KOHTPACTHOTO BEIIECTBA TI0 TOHKOM KHIIIKE.
I'mcronmornyecku y Bce ManiieHTOB ObLT TOATBEPKICH
CyOTOTaNBHBIN THITOTAHTIINO3 WA araHTJIN03 KUIIeY-
HUKa. PaluKambHBIM CIIOCOOOM XUPYPTUYECKOTO Jie-
YEHUS JUIst 3THX OOJIbHBIX ObLIAa YacTUYHAS PE3CKIUs
MTOAB3IONTHONW KWIIIKH, TOTaJbHAsI KOJIKTOMUS, HH3-
BEJIEHUE TOHKON KWIIKH M CO3/[aHHE HIIEOaHAIhHO-
0 aHacToMo3a. 3aKIIUMTEIbHAs ONEepanus MPOU3-
BOIMJIACh B Bo3pacte oT 8,5 mo 12 mecsier. O0beMm
PE3EKIINU TOHKOW KHUIIKK OMPEAEIsICS HHTpaormepa-
IIMOHHOW KapTUHOMN; KOHIIEIIUEH ObLIO BBIMIOJHEHUE
SKOHOMHOM PE3EKLUHUHU TOHKOW KHILKH, CTOMBI BBIBO-
IWIACH HE B TIPEIeNiax «THCTOIOTHYECKH 30POBO-
ro», a Ha ypoBHE (YHKIMOHAIBHO COXPAHHOIO OT-
Jiea KullleuHuKa. J[mMHa ocTaBieics TOHKOW KUIIIKHA
coctaBuina ot 70 go 100 cm. IlapannensHo ¢ mpoBe-
JICHUEM XHUPYPTHUYECKOTO JICUCHHUS BCE JETH HaOIII0-
JIAJINCh MEeANATPUUECKON U raCTPOIHTEPOTOTHUECKON
cayx6oit II'Kb Ne 13 um. H.®. ®unarosa (oraene-
HUE TeIUaTPUH, CTallMOHAp JHEBHOTO NMPEOBIBAHUA,
KOHCYJIETaTHBHO-TUATHO CTUYECKUH 1IeHTp). JleTtn mo-
Tydaid 4acTUYHOE TMapeHTepadbHOe MUTAHUE B JO-
MAIITHUX YCIIOBHSX B paMKaX IMPOTPAMMBI IOMAIITHETO
MapeHTepaJbHOTO TMHUTAaHUA, pealn3yeMoil Ha Oase
JI'KB Ne 13 um. H. @. ®dunarosa. B xauectBe pacTBo-
POB JUIsl MAPEHTEPATHLHOTO MTUTAHUS HCITOJIB30BAIUCH
TOTOBBIE 3-KOMITIOHEHTHBIE PACTBOPHI JJIS IapeHTe-
paTbHOTO MUTAHUS B 3aBUCUMOCTHU OT BO3pacTa | I10-
TpedHOCTEeH pebenka. Pacuer mapeHTEpaIbHOTO MTUTA-
HUSI OCYIIECTBIUICS COTJIACHO BO3PACTHBIM HOpMam
MOTPEOHOCTH B MakKpOHYTPUEHTaX W DHEPTUU C He-
OenkoBoii kanopuitHOCTEIO He MeHee 100 kka/Kr/cyT
IUTS ieTedt mepBoro rofa xu3Hu 1 80-90 kkan/Kr/cyT
IUISL TeTEeH cTapiie IEepBOTO roja x)u3Hu. Koppekius
SHTEPATHHOTO ¥ MAPEHTEPATHHOTO MUTAHUS TIPOBOIN-
Jach €KEMECSYHO WIIM MPU U3MEHEHHSX B COCTOSHHUH
pebenka. TpeXKOMIIOHEHTHbIE KOHTEHHEPHI HCIIOJNb-
30BaJIMCh HAMH HayWHas ¢ Bo3pacTta 4—6 MecsIeB mo-
cJIe TONyYCHHUSI HH(POPMHUPOBAHHOTO COIJIACHS POJIHU-
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teneil. Ilpn HEOOXOAMMOCTH MOTAIMH 3IEKTPOIHTOB
OPUMEHSUIMCh COaJlaHCUPOBAHHBIE JJIEKTPOIUTHBIE
pactBopbl (CrepodyHaua wu3oroHmueckuit, Crepo-
¢bynaus ['S) 1 KOppUTrUpyIOMIKT 3JIEKTPOTUTHBIN pac-
tBop (Hopmodynnuu I'S). Ha ¢pone nanno#t tepanuu
y neTed TIIATeNbHO KOHTPOJIUPOBAIUCH YPOBHU Ta-
KUX OMOXMMMYECKUX [TOKa3aTesei, Kak ypOBEHb IUI0-
KO3bl, X0JIECTEpUHA U Tpuruuepuaos, pH, BE, ypos-
HU JICKTPOJIUTOB IJIA3MBI JUIsI KOHTPOJISI BO3MOXHBIX
SIIEKTPOIMTHBIX U METa0OIMUYECKUX OCIOKHEHUH.

CornacHO HallMM JaHHBIM TPUMEHEHHE KOMOH-
HUPOBAaHHBIX TPEXKOMIIOHEHTHBIX MPETIapaToB JUIs Ma-
PEHTEPaIbHOIO MUTAHUS Y IETeH IePBOTo rofia KU3HU
HE CONPOBOXKAATIOCH Pa3BUTHEM KaKUX-JIHO0 OCIOKHE-
HUM WM MeTa0OoJIMYeCKUX HapyILIEHUH NPH YCIOBUH
YETKOTO KOHTPOJISI (PaKTUIECKOTO MOTPEOICHNUS ¢ yue-
TOM 3HTEPaJBbHOTO NMHUTAHUS, KOHTPOJS MOKa3aresnen
OMOXUMHH KpOBH. Hall OmbIT MOKa3bIBaeT, 4TO TPH-
MEHEHHE KOMOMHHMPOBAHHBIX IPENaparoB Uil MapeH-
TEpajIbHOIO MUTAHUS «TPU B OAHOMY», Takux kak Hy-
tpudrexc 70/180 munun (B[Brawn), CMO®Kabusen
ueHtpanpHbiil (Fresenius), BO3MOXXKHO M Ha MEpPBOM
rony Xu3HU. OTCYTCTBHE COBMEIIEHHS pPacTBOPOB
B CTallMOHAPE 3HAYMMO CHIDKAET PHUCK KaTeTep-acco-
nuupoBaHHON wHGpekunu. B mpempiaymmx paboTax
HaMM TOKa3aHO, YTO HCIIOJIb30BaHUE TYHEJJIMPOBAH-
HBIX KaTeTepOB COBMECTHO C MpernapaTaMy «TpH B O1-
HOM)» TT03BOJIIET B 3 pa3a CHU3UTH YUCIIO OCIOKHEHUN
nHpeknuonHoro xapakrepa [10]. Kpome Toro, sko-
HOMHYHBIE YIIAKOBKM Majoro o0beMa CyIIECTBEHHO
YMEHBIIAIOT CTOUMOCTb JICUCHUS], IOCKOJIBbKY IPH yTia-
koBke Oonee 1000 M1 B JeTCKON MPAaKTUKE OCTaBIIUICS
00beM, MOoIeKAINH YTHIN3ALUH, MOKET COCTABIIATD
110 2/3 yIaKkoBKHU.

OCHOBHBIMH TpOOJiEMaMH B IUIaHE TEPaIreBTH-
YECKOTO BEIECHUS MAlMEHTOB ObLIa HEOOXOIUMOCTb
B IIOCTOSIHHOM KOPPEKLUMH SHTEPAJbHOI0 U MapeH-
TEpaJbHOTO MHUTAHUS, MOHUTOPHUHT BIIEKTPOIUTHBIX
1 MeTabOoIMYeCKUX HapyeHuH (y Bcex AeTeid Ha GpoHe
OonpIoro o0beMa MaTOJIOTHYECKUX MOTEph HMENn
MECTO CKJIOHHOCTh K THUIIOKaJIHEMHUH, TUIOXIOPEMHUH
1 MeTaboINYecKoMy ajikaio3y), HeoOXoauMoil Oblia
OpaJibHasl perUuApaTalys CONEeBBIMUA PACTBOPAMH.

CornacHO HameMmy OMBITy TaKTHKa SKOHOMHOH
pEe3eKIMH C COXpaHEeHHEM MAaKCHUMaJbHOW JUIMHBI
TOHKOM KHUIIIKHM SIBIISICTCSA ONTHUMAJIbLHOM, OTHAKO 3TO
HE MCKIIOYaeT HEOOXOAMMOCTH MJIUTEIbHOW MHapeH-
TepalbHOW HYTpUTHUBHOM mopaepxkku. CoriacHO Ha-
LIEMy OIBITy COXPAaHEHHE araHrTMOHAPHOTO CErMeH-
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Ta TOHKOW KHIIIKK BO BCEX TPEX CIIydasx HE MPUBEIIO
K pelMauBaM KHIIeYHOH HempoxoauMmocTu. Ilpu sTom
KpaﬁHe BaXHBIM SABJISICTCA TO, YTO TEMII YBCIIMUCHHUA
OHTCPAJIbHOI'O IMUTAaHUA JOJIKCH OBITH KpaﬁHe MEa-
JIeHHBIM (OBICTPOE BBEICHHE MTPUKOPMA B TIEPBOM KITH-
HUYECKOM CIlydae CIPOBOIMPOBANIO CPHIB MHTECTH-
HaJIbHOW ananrtanuu). Ha Ham B3misia, 3aBUCHMOCTD
OT YaCTHMYHOTO MapeHTEPaJbHOTO MUTAHUS B ONHCAH-
HBIX KIIMHHYECKUX CITydasX OTNPENesIeTCs] He CTOIBKO
KOPOTKOCTBIO OCTaBIIETOCSl CETMEHTa TOHKON KHIIIKH,
CKOJIPKO HEBO3MOXKHOCTBIO OBICTPO YBEIWYHTH DHTE-
paNbHOE MUTaHWE JO0 BO3pacTHOTO oObema. Bormpoc
0 BbIOOpE mUTaHHA (TPYIHOE MOJIOKO, BBICOKOTHIPO-
JIN3HBbIC NJIM aMHUHOKHUCJIOTHBIC CMeCI/I), a TaKKC CpOKHU
BBEIEHUSA NIPOAYKTOB IIPUKOPMA, 10 HAIIEMY MHEHHUIO,
JIOJDKHBI OIPEAEIIATHCSA IIEAUAaTPOM UIIU FaCTPOIHTEPO-
JIOTOM WHAMBHIYalbHO Ul KaXXIoro pebeHka. B 1e-
JIOM Ha ()OHE YaCTHYHOTO MapEeHTEPaTbHOTO MUTAHUS
BO BCEX TpEX CIy4YasX yAajoCh JIOCTUYb YIOBJIETBO-
PUTEBHBIX TapaMeTpoB (PU3NIECKOTO Pa3BUTHS U HY-
TPUTUBHOIO CTaTyca JETEH.

3akawuyenne. ToTanpHBIH W CyOTOTaILHBIH
araHnIno3 KUIIEYHUKA SIBISETCS TSHKENBIM IS Trha-
THOCTUKHU M BeAeHus 3aboneBanueM. JlanHas rpynmna
NaIKEeHTOB TpeOyeT MYIBTHANCHUIUINHAPHOTO MTOIX0-
na. TombKo IIUTETHbHOE COBMECTHOE ITETUATPUIECKOE
U XHPYprudeckoe HaONIoJeHHE MAMeHTOB TO3BOJISI-
€T JIOCTUYh TIOJIOKHUTENBHBIX Pe3ylbTaroB. B ciayuae
obecrieueHNs] aleKBaTHON HYTPUTHBHOW IMOANEPIKKHU
C UCHOJIb30BaHNEM MPOIJICHHOTO YaCTUYHOTO MMapeH-
TEepaJbHOTO THTAHUSA, TIIATEILHOTO MOHUTOPHHIA
OCJIOKHEHWH CHHJIpPOMa MajibabcopOIMKu U CBOEBpe-
MEHHOW KOPPEKIUU TePaIlUU AETH MOTYT UMETh Y0B-
JETBOpUTEIbHOE (PU3HUECKOE U TICHXOMOTOPHOE pa3-
BHUTHE, CTOWKYIO PEMHUCCHI0 OCHOBHOTO 3a00JIEBaHUSI.
Hcnonp3oBaHue TEXHUKM UYACTHYHOTO JOMAIIHETO
MapCHTCPAJIBLHOTIO MUTAHUA B BEACHUN ILaHHOI\/'I rpym-
IIbI MAIMUCHTOB MO3BOJIACT COKPATUTh CPOKU CTAlIUO-
HAapHOTO JIEYCHHS, yIY4IINTHh COIHMAIBHYIO ajarTa-
U0 TTAIIMEHTOB U SIBIsieTCs (hapMaKo-dKOHOMHYECKH
nenecooOpa3HeiM. Mcmonb30BaHWE TOTOBBIX TpeX-
KOMIIOHEHTHBIX IpemnaparoB sl MapeHTepalbHOTO
MUTaHUA ABJIACTCA OINpaBAaHHBIM IIpU MPOBCACHUU
YaCTUYHOTO MapCHTCPAJIbHOI'O IIMTAaHUA, TaK KaK CHU-
JKAeT YHCII0 MaHUMYJSAIUN B JOMAITHUX YCIOBHSX.
B Hacrosiimee Bpemsi Ha POCCHIICKOM PBIHKE IMPeE-
CTaBlIeHA HOBas yaoOHas ¢opMa TPEXKOMIIOHEHTHO-
ro pactBopa ans aereid (Hyrpudnexc 70/180 munug
625 mi).
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