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AHHOTaums

MpeacTaBA€HO KAMHUYECKOe HabAloAeHUe GOABHOM 23 AeT € KpaiHe TSXKEAOH BPOXAEHHOM (hOPMOi XPOHUUECKON MHTECTUHAABHOM NCEBAOOD-
CTPYKUMM C HelpoMMonaThei. MaAbpoTaLMeit TOACTOM KULWKK, MaAbabcopOLmMer, CUHAPOMOM M36bITOYHOTO HGAKTEPUAABHOIO POCTA, XOAEAM-
TMa30M, racTPOCTAa30M, UCKAIOHABLUMM BbIMOAHEHME TPAHCMAAHTALUMK KMLWEYHUKA. AAMTEABHOE A€YEHME B OTAEAEHUM MHTEHCMBHOM Tepanuu C
KOMOWHMPOBAHHBIM, MPENMYLLECTBEHHO MapeHTEPAAbHbLIM MUTAHUEM B Te4eHUe 6 MeC, MPUMEHeHUEM aHTUOMOTUKOB, MPOKUHETUKOB, KULLIEYHOM
AEKOMIPECCHU MO3BOAMAO AOOUTBLCSI HAaCTUUHOM CTAaBMAM3ALMKM COCTOSIHUSI M MEePEeBOAQ MALIMEHTKM HA AOMALLHee AeHeHWe C MPOAOAKEHHEM
AAEKBATHOM KOMMAEKCHOM Tepanuu.

KAtoueBble cAOBa: XpOHMYECKasi MHTECTMHAAbHAs MCEBAOODOCTPYKLMS, HEMpOMMOMNaTHs, MaAbPOTaLMsi TOACTOM KMLIKM, MaAbabcopOuws,
CUHAPOM M36LITOYHOTO GAKTEPHUAABHOIO POCTA, NapEHTEPAALHOE NMUTAHUE, MPOKUHETUKM, KMLLEYHAsSE ACKOMIPEeCCUst

Aast untnpoBanms: Xatbkos M.E., LiBupkyH B.B., Mapderos A.N., AxmaayamnHa O.B., Kpymc A.M., Cy66otut B.B., Brikosa C.B., Ky3bmuHa T.H.,
Hosukosa E.B., Wuwumn K.B., Xomepuku C.I., AertepeB A.A., AaweHkosa 3.I. XpoHuueckast MHTECTUHAAbHAsH NCEBAOOOCTPYKLIMS: TPYAHOCTM AM-
ArHOCTUKM U AeueHmst. KanHnueckoe HabaoaeHme. Tepanestuuecknit apxume. 2021; 93 (8): 936-942. DOI: 10.26442/00403660.2021.08.200976

CASE REPORT
Chronic intestinal pseudoobstruction: difficulties in diagnosis and treatment. Case report
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Abstract

The article presents a clinical case of a 23-year-old patient with an extremely severe congenital form of chronic intestinal pseudoobstruction
coupled with a neuromyopathy,colon malrotation, malabsorption, bacterial overgrowth syndrome, cholelithiasis and gastrostasis, which
excluded bowel transplantation. Long-term treatment in the intensive care unit with combined, mainly parenteral nutrition for 6 months,
using antibiotics, prokinetics, intestinal decompression allowed to achieve partial stabilization of the patient’s condition and transfer to home
treatment with the continuation of adequate complex therapy.
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Beeaenne

XpoHnueckast HMHTECTHHAIIbHAS ICEBI00OCTPYKIUSL
(XUIIO) — peakas (opma MaToJIOTHH MBIIICYHOTO ammapara
toukoit kumku (TK), o0ycioBneHHast BpOXKICHHOH WK MPHOO-
PETEeHHOM HeHpo-, MHO- WX Helipomuomnarued. 3a0oaeBaHue Xa-
paKTepu3yeTcsl penuIMBaMi KUIIECYHOH HENpPOXOAUMOCTH ITPH
OTCYTCTBUH IIPEISATCTBUN, MEIIAIOIUX MPOXOXKICHHIO KHIIEd-
Horo conepxkumoro. [Tepeeimu onricanu XWUITO H. Dudley u co-
aBT. B 1958 1. [1]. Cpenu B3pocibix nanueHToB yactora XUIIO
cocraBier 1,0 1 0,8 ciyuas Ha 100 ThIC. My>KUYHH M KEHIIUH CO-
otBeTcTBEeHHO [2]. Pasmiuatot mepsruanyto XUI1O, HemsBecTHOM
ATHUOJIOTUH (MANOTIATHYECKAS TICEBJO0OCTPYKIIUS ), CBI3AHHYIO C
JedexramMy HEpBOB U MBI, 00ECIICYUBAIOIINX MOTOPUKY KHUIII-
ku. [lepsrunas XUITO tecHo ces3ana ¢ JIHK-mapkepamu xpo-
Mocombl Xq28 [3, 4]. BombIIMHCTBO B3POCIBIX CIIyYaeB SIBISTIOT-
Csl CIIOpagUYeCKUMHU U BTOpHuHbIMHU [5]. IIpuunna BropudHOH
HCEBIO00OCTPYKIMU — CUCTEMHBIE, META0OJIMUECKUE U OpPraHu-
geckue (GopMbl maronorud. K HUM OTHOCATCS ayTOMMMYHHBIE
Oosie3Hu (CKIIepoiepMHs, BOJTYAHKA, IEPMAaTOMHO3HUT, PEBMATO-
WJIHBIN apTPUT, LETNAKHUs ); SHIOKPHHHBIE PacCTpOMCTBa (caxap-
HBI uabeT, TMIOTUPE03); HEBPOJIOrHyecKue HapyuieHus (60-
ne3npb [lapkuHcoHa, GonesHs [mpcuimpyHra); HEKOTOpbIE BU/IBI
paka, BBI3bIBAIOIIME HEOIIACTUYECKUE CHHAPOMBI; MUOIATUU
(mpieyHas guctpodus [romeHa, MUOTOHHYECKas JUCTPOPUS);
aMHJIONJI03, MUTOXOHIIpUaJIbHAs HEHpOracTpOUHTECTHHAIIbHAS
sauedanonarus. K sropuunoit XUITO MoryT npuBecTd HHOEK-
L[UH, HEKOTOPBIE JIEKapCTBa, HAIIPUMEp, TPULUKIIMUECKUE aHTH-
ACTIPECCAHThI, aHTUXOJIMHEPTUICCKUE CPECACTBA UJIN HAPKOTHYEC-
CKue BemecTna [6].

XUIIO nenutcss Ha IBE OCHOBHBIC (JOPMBI, B 3aBHCHMO-
CTH OT TOTO, BKJIFOYAET JIM 3a00JIeBaHWE MBIIIILI WM HEPBBI
xenynouno-kumeuHoro tpakta (XKKT), yuactByromue B Iie-
pucransTuke. Ecnu HapylleHne NPUBOAUT K OCIAOICHUIO I
OTCYTCTBHIO TIEPUCTAIBTHKH, TO OHO PACCMaTpPHBACTCS KaK MH-
onarnyeckoe. Muonaruueckass XVIIO BrI3BaHa MOBpEXICHHEM
miagkux Mpi JKKT. IlpuunHoil HeliponaTHyeckoii nceBrooo-
CTPYKLUH CITYXHT ITOBPEKACHUE KUILICYHOH HEPBHOM CHCTEMBI,
Y4YacTBYIOIIEH B pa3HBIX MPOLECCax, B TOM YHCIIE B MUIIEBape-
HUM U nepucranstuke [7]. B Hexotopbix ciywasx XHIIO BbI-
3bIBacTCs MOBpexkaeHueM kietok Kaxans. B 1893 r. neiiporu-
cronor C. Pamon-u-Kaxanb onmcan KJiIeTKH, pacnoyioKEHHbIE
B Mprmednoi crenke JKKT, sBnsromuecs: snemeHTaMu WHTpa-
MYpalbHBIX HEPBHBIX CIUIETCHUM, PErylIUpPYyIOUIUX MOTOPUKY
JKKT. UnTepcTuinanbable KieTku Kaxans momoraroT renepu-
pOBAaTh U MOJIEPKUBATH SIEKTPUUECKYI0 PUTMUYECKYIO aKTHB-
HocTb JKKT. Onr Takke IMEIOT 3HaYECHUE B IIEpeiade CUTHAJIOB
OT HEHPOHOB K IIaJIKOMBILICYHBIM KieTkaMm [8]. MccnenoBanue
TKaHel kunreyHrka 6oapHEIX XUIIO nokasano, 4To nopaxaror-
s KaK MBIIIIIbI, TaK ¥ HEpBbI. [Ipy 3TOM MOXXET OCTpaiaTh Jro-
6as yacthb JKKT, Ho yare Bcero nopaxaercs TK.

Juarno3 XUIIO oueHs cnoxeH. B sKCTpeHHBIX cUTyalusIx,
0COOCHHO IpU NEPBOM 3IIU30/1€ HENPOXOAUMOCTH, 1uddepen-
L[MaJIbHas AMAarHOCTHKA OYEHb TPY/IHA U OTBETCTBEHHA, TAK KaK
npu XUIIO, B oTnyne OT MeXaHMUECKOW KUIIEYHOH HEempo-
XOAUMOCTH, He TpeOyeTcs BBIIOJIHEHUs ONIEpaTUBHOIO BMeIlla-
TenbCTBa. [103TOMy B 3TUX CUTyalMsAX HEOOXOAUMO OCOOEHHO
TIIATEIFHO W3YYHUTh HCTOPUIO OONE3HH MAIMeHTa W COMyT-
CTBYIOIIME 3a00JIeBaHUs, CIIOCOOCTBYIOIIME ICEBIO0OCTPYK-
uuu [9]. BelnonHeHHe JamapoTOMUM M PEBU3MU OPIOIIHON

TIOJIOCTH JIUIIIb YXYIIIUT €€ MPOTHO3 B CBSI3H C MOCIIETYIOIHM
CIIaeuHBIM IporeccoM [6].

KAMHnueckoe HaOAlOA€HME

BonbHas A., 23 roxa, nocrynuna B MKHI um. A.C. Jloru-
HoBa B aBrycte 2019 r. nepeBooM U3 ropoACKOH KIMHUYECKOH
6onpaULE! ([KB) T. MOCKBEI € Kano0aMu Ha CHCTEMaTHYECKYIO
OOMJIbHYIO PBOTY ChE/ICHHOMW IMUILEH B 00beMe OKOJIO 5 J1/CyT B
BeUYEpHEE ¥ HOUHOE BPeMs, TOIIHOTY, YyBCTBO PacIMPaHUs, Me-
TEOPHU3M U IPOMKOE YpUaHHE B JKUBOTE, SMU30IUUECKH OOUIIb-
HBIW KalmieoOpasHelid ctya ot 3 mo 1 pasa B 3—4 1Hs, OTCYT-
CTBHE alllleTUTAa, BBIPAXKECHHYIO CIa00CTh, 0COOCHHO B MPaBO
HIDKHEH KOHEYHOCTH, YMEHBIICHHE Macchl Tejla Ha 18 kr 3a
6 Mec u muxopaaky 1o 38°C.

C nerctBa Oecriokomynd OONH B JKUBOTE, 3alOPbl U B3Iy-
THSI )KUBOTA TIOCIIE €JIbl, 3aCTABJISABIINE MCKATh BHIHYXICHHOE
nosoxeHue. JIBa roga Haszaj CTalld MOSBIISATHCS SMU30/BI Me-
TEeopH3Ma C TOCIeNyIolell auapeeii, nmepuoasl BhIPaKEHHOM
C1aboCTH, Ha4YaJIu BhINIAaTh BOOCHL. B mekabpe 2018 . mpe-
KpaTHJICSl cCaMOCTOATENbHBIHN cTyi. C mpearnonaraeMoi Kuied-
HOU HempoxoauMmocThio rocnuranusuposada B 'Kb . Moc-
KBBI. [IpH pEHTTeHOJIOTMYECKOM HCCICIOBAHUM, BKIFOYAs
MYJIBTHCIUPAIBHYI0 KoMIbloTepHyto Tomorpaduio (MCKT),
oOHapyeHbl ToTanbHas awnatanus TK ¥ KaMHU B KEITYHOM
my3elpe. Ilocie KoHCEpBaTUBHOM Tepamuu CaMO4yBCTBUE
YIIy4IIWIOCH, BBITMCAHA C PEKOMEHIAIMEH BBIIOIHHUTD XOJe-
HUCTIKTOMUIO B IJIAHOBOM Topsiake. [Ipu moBTopHO# TOoCTH-
tanu3auuu 21.01.19 noaTBepKAEH KalbKyJI€3HbIN XOIELUCTHT,
BBIIIOJIHEHA JIAIAPOCKOIMYECKAs! XOJIELIUCTIKTOMUSI, BO BpeMs
KOTOpOW BBISIBIIEHO paBHOMepHOe pacmupenue Bceit TK no
6—8 cM c BaNOW mepucTansTUKON. BrimonHeHa cpegquHHast ja-
napoTtomust. [Ipu peBusun o6HapyxeHo: KopeHb Opbokeliku TK
KOPOTKUH, KYITOJI CIIENON KHIIKK HaXOAWJICS B MOIIEYEHOYHOM
MIPOCTPAHCTBE, MICOLEKATbHBIH yroll U MpaBble OTAENbI TOJ-
CTOM KHIIIKK UMENH JUIMHHYIO HOABIDKHYIO OpBIKEHKY, O0IIyI0
¢ TK. O6napyxeH Taxke HenosHbli 3aBopoT TK 6e3 mpuzHa-
KOB CTPaHTyJIsIMu. BhINoIHEHa HA30MHTECTUHANIbHAS UHTYOa-
mus TK. OBakympoBano 4500 Mi1 3JI0BOHHOTO COAEPIKHMOTO.
Crenka TK yronuiena, nnpuisTpupoBasa. [lepucranbTika He
olpesesach, 0OHapy>xeHa SMOpUOHaIbHAs CIalika, KoTopas
cnasiuBaia Opbpkeiiky u nucranbHble otnensl TK. Cnaiika
paccedena. [locieonepamoHHbIN TEPHOA OCIOKHUIICS CETITH-
YecKUM LIOKOM. B BedepHee BpeMsi BO3HHKaja PBOTA KEIy-
JIOYHBIM COZEPXKUMBIM. YCTAHOBIICH HA30racTpalbHBIl 30H].
CocrosiHEEe CTaOMIIN3UPOBAIIOCH, HO Ha 13- CYTKH MOSBUIIICH
B3AyTHE KMBOTA, IIyM IUIECKA C OTCYTCTBUEM NEPHCTAIBTHKH,
JIEHKOLIMTO3, HAPACTAIN TUIONPOTEHHEMHUS], THII0aIL0yMUHE-
mus. IIpu MCKT ¢ BHyTpHBEHHBIM KOHTPAaCTHPOBAaHUEM IOI-
TBEP>KICHBI IIPH3HAKH HEMPOXOIUMOCTH C PAaCIIpPEHUEM BCel
TK 1o 67 cm. Ilo perrernio KOHCHIMYMa CPOYHO BBITIOJTHEHA
penamapotomus. [Ipu peBru3nu OPIOIIHON MOJIOCTH OOHAPYKe-
HBl MacCHBHbIE XpsleBUIHbIE cnaiiku nerens TK ¢ dhopmu-
POBaHHEM MHOXXECTBEHHBIX «IBYXCTBOJIOK», HAPYIIABIIHNX €€
npoxogumocTth. Craiiku paccedeHsl. B mocnieoneparioHHOM
Mepruoac BHOBb pa3BUJIICA CENTHUYECKUI 10K, MTPOBOAWIHNCH JIN-
roroMcaxapuaHas copOuus, anTuOaKTepragbHas Tepanus u
MEIUKaMEHTO3Hasl CTUMYILILUS KrmedHuka. Yepes 24 4 mosi-
BWJIMCH JIBUTATENbHBIE HAPYIICHNS! KOHEYHOCTEH 110 TUITY TPH-
napesa. [Ipu MarHUTHO-PE30HAHCHOW ToMorpaduu BBIIBICH
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Puc. 1. PentreHorpamMma GpIoIIHOM MOAOCTH GOALHOM A.
Fig. 1. X-ray of the abdominal cavity of patient A.

OYaroBBIil OTEK CITMHHOTO MO3Ta C BOBJICYEHHEM HIDKHEIIEHHO-
TO ¥ TPYIHOTO OTIENOB. JJnarHoCcTUpOBaHa TOKCHYECKas MUEJIO-
natus € pasBUTUEM HUWIKHETO Iaparnape3a, YyBCTBUTCIIbBHBIX U
Ta30BbIX HapymeHnd. CHopMyaupoBaH TUArHO3: BPOXKIACHHBIH
HEe3aBePIIECHHBI TOBOPOT KHUIIEUYHNKA (MambpoTarsi). Ociox-
HEeHUs: YacTHYHbIH 3aBopoT TK; XpoHHYeckas CyOKOMIICHCH-
POBaHHAs KHUILIEYHAsh HEMPOXOIUMOCTb; CHHIPOM MHKPOOHOM
TPAHCIIOKAIIUH; CEIICUC; CENTUYECKUH IIOK; IMOJMOpTraHHas He-
JOCTaTOYHOCTh; TUCCEMHUHUPOBAHHOE BHYTPHUCOCYANUCTOE CBEP-
teiBanue (JIBC-cuHapoMm); paHHss criacyHash TOHKOKHIIIEUHAS
HETPOXOJMMOCTB; MHEJIONATHsl TOKCHYECKOTO TeHEe3a C Pa3BUTH-
€M MHTepCTHUIHAIBHOIO OTEKa CIIMHHOTO MO3Ta.

B Teuenne nmocnenyromux mecseB | pas B Heemo, 3aTeM
1 pa3 B 2 Hen rocnuranusuposanacsk B ['Kb, rie nposoauiace
JEKOMIIpeCCHsl XKeNlyKa — ylaJleHue 30HI0M 3aCTOMHOMN Xu-
xoctu n3 BepxHux otaenos JKKT. C suaps 2019 r. y 6onbpHON
HApYIIWJICS MEHCTPYAJIBHBI UK (BTOpHYHAs aMeHopes).
B ¢eBpane um mapre pennauBHpOBalia IIOJMCEIMEHTapHas
acnMpalnroOHHas THEBMOHHMS, JICUCHHAsh aHTUOMOTUKAMH C I10-
noxurensHbeM 3 dextom. C mapra 2019 1. B cBs3M € porpec-
CHPYIOIINM TaJIeHHeM Macchl Tena ¢ 55 1o 37 kr crana mnoiy-
4yaTh KypChl IAPEHTEPAILHOIO IMUTAHUS.

Jnst  naneHedmero nedeHuss nepeBeneHa B MKHI
nM. A.C. JlornHOBa, B KOTOPOM HaXOIHMJIach B TeUeHUE 6 Mec.
[Tpu nocTynIeHN: COCTOSIHUE TSHKENO0E, 00YCIOBICHO TSHKEIOH
OEIIKOBO-OHEPreTUYECKOW  HEIOCTATOUYHOCTBIO  (Kaxekcueil).
Poct 172 cm, macca Tena 37 kxr (¢ oTekamu), MHJIEKC MacChl
tena 12,5 kr/m?, OKpyXHOCTh mieua 16,5 cM. ACTEHHYECKO-
ro TenocioxeHus. [lonoxkeHne BBIHYXKICHHOE — Ha KaTalke.
B cos3HaHuu, Bsinas, 3aTOPMOXKEHa, ocIabieHa, aCTeHU3NPOBa-
Ha. Koxxa u crusucTble OeiHble, Cyxue, Typrop CHIKEH, OTEKU
crom U rojieHei. [lepudepuueckre muMmdarnieckue y3ibl He
yBeIH4eHsbl. J[pIxaHue Haj JeTKUMHU ociadieHo. ToHsI cepama
MPUDITYIIEHBI, PUTM TpaBWIbHBIA. [Tynbc 84 yn/mMuH. Aprepu-
anbHOe nasiieHne 90/70 MM prt. cT. SI3bIK cyxoii, Oe3 Hajera.
JKuBoT paBHOMEPHO B31yT, IPH NaJIbIAIMU MATKHUi1, 6e30051€e3-
HEHHBIH, MEPUCTABTUKA BsUIAs, MEPUCTAIBTUUECKHE IIyMBI
BBICJTYLIIMBAIOTCS, BBI3BIBACTCS LIIyM «IUIECKay. [ paHMIIBI eye-
HU 9-8-7 cMm, Kpall msrkuii, y pedeproit nyru. CeneseHka He
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Puc. 2. MCKT Op1oiHo# noAoCTH 60AbHOM A.

Fig. 2. Multispiral computed tomography of the abdominal
cavity of patient A.

nanenupyercs. Opransl MoueBblAeNeHHsT 0e3 0COOEHHOCTEH.
Cryn odopmieHHsld, ckyaublii 1 pa3 B 7-10 nneit, 6e3 Buau-
MBIX IPUMECEH.

HeprHo-ncuxudecknii ctaTyc: CO3HaHHE SICHOE, BBHIPAKEH-
Has cnaboCTh, alHAMUS; OPUCHTHPOBAHA B MECTE, BPEMEHH U
IIPOCTPAHCTBE; MAaTOJIOTMYECKUX CUMITOMOB HET.

Ha 0030pHBIX peHTTeHOrpaMMax OpraHOB OPIONIHOW TI0-
JIOCTH B TOJIOXKEHWH monynexa mewm TK pacmmpensr mo
66,3 MM; CKOILJICHHME ra3a M »KHUJKOCTH B ITOAB3IOLIHONA U BOC-
XOJISIIIeM OT/ese 000109HOM KUKy (puc. 1).

ITo ganasiM MCKT GproiiiHO# MONIOCTH BBISBICHBI IUATaTa-
LU KEJTyJIKa 1 IBeHaJLaTUIIEPCTHON KHUILKH, PACIINPEHUE Te-
TEJb TOIIEH U MPOKCUMANIBHBIX OT/EJIOB MOAB3AOIIHON KUIIKU
10 50—60 MM, KOTOpPbIE 3alI0IHEHbI )KUAKOCTBIO U Ta30M ¢ (op-
MHUpPOBaHHEM YypoBHeH. [lucranbHas MOJOBUHA MOB3IOIIHON
KHIIKH quaMetpoM a0 20-25 MM (puc. 2).

JlaGoparopHble aHATU3bI IPUBEEHBI B TadJI. 1.

Ha ocHOBaHMY UMEIOIUXCA JAHHBIX YCTAHOBJIEHAa XPOHU-
YecKasi ”HTECTHHAJIbHAS TICEBIO0OCTPYKIHS C TSKEIOH OeITKo-
BO-9HEPIeTHUECKOIN HE0CTATOUHOCTBIO.

Ha 2-e cyTku nocnie Hadajaa MUHUMAaJIbHO BO3MOXKHOIH Hy-
TPUTHBHON 3aMECTUTEIBHOW Tepanuu y OOIbHOU pa3BHICA
CHHIPOM BO300HOBIICHHOTO NHTaHUS (pepUAMHT-CHHIPOM),
BBI3BAaHHBIM JUIMTENIBHBIM BBIHY)KJCHHBIM TOJIOJaHUEM. YKa-
3aHHBIH CHHAPOM MHOSBISIETCS. IIPU BO30OHOBIEHUM HMHUTaHUS
(uepe3 NMIIEBAPUTENIBHBIM TPAaKT JIMOO MapeHTEpPallbHO) IO-
cJe JUTMTEIbHOTO TOJIOZIAHUS U MIPOSIBIIETCS acTeHUEH, neve-
HOYHON nuchyHKIMeH (MOBBIIIEHHE YPOBHS aclapTaTaMu-
HotpaHcepassl — ACT, ananunamuHoTpancdepassl — AJIT),
ucToleHueM jaero dpocdopa, runokanuemuei [10].

BoimonHeHa Koppekuus NHUTaHMS: MAIAMUANR JAueTHye-
CKUH paruoH, qpo6Ho mo 150 mi 6 pa3 B CyTKH (MCKITIOUMIH
KJIETYaTKy, JErKOYCBOSIEMbIE YIVIEBOABL, LIEIbHOE MOJIOKO, TY-
TOIUIaBKUE JKMBOTHBIE >KUpHI). llapeHTepanbHO Ha3HAYEHBI
cOaaHCHPOBAHHBIC JJICKTPOJIUTHBIE PACTBOPHI, KOMILIEKCHI
BOAOPAaCTBOPUMBIX BUTAMUHOB 1 MUKPOJJICMEHTOB U3 pacucTa
Ha 1 xr ¢axTuueckoil Macchl Tena, npenaparsl «3 B 1», cogep-
JKalle aMUHOKHUCIIOTHI, )KUPOBBIE SMYIIBCHU U TJTFOKO3Y.
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Tabanua 1. AabopatopHble aHaAM3bl 60ABHO A.
Table 1. Laboratory analyses of patient A.
- Ipu Cpoxu Ha0/1101eHHns, Mec
oKa3aTesIn

NOCTYIICHAH 1-it 2-ii 3-ii 4-ii 5-i 6-ii
OOmwuii 6enok, /1 49,1 514 48,2 49,4 68,8 58,0 73,8
AnbOymuH, 1/71 30,7 35,7 31,2 29,9 44,6 34,5 44,7
AJIT, Ell/n 85,6 7723 85,6 68,3 97,7 2448 151,5
ACT, E[l/n 70,3 824,1 59,8 71,0 84,0 48,8
bunnpy0Oun o6umit, MKMOJIB/JT 9,8 18,4 7,5 21,1 43,1 12,0 19,0
T'mroko3a, MMOIIB/1 5,7 49 5,1 52 5,82
Kpeatnaun, MKMOIIB/1T 39 39 42 46 42 52
MoueBrHa, MMOJIB/JI 4,48 3,01 4,55 4,87 4,73 7,7 10,2
Kaunmnii, MMoIIb/1t 4,16 4,25 4,05 3,85 42
Hatpwuii, Mmois/it 131,1 134 138 135 136
XJ10p, MMOJB/IT 101 104 101 105 103 104
Kanpuwmit o61mmii, MMOJIB/JT 2,48 2,45 2,38 2.4 2,5 2,5
Kerneso, MKMOJIB/JT 6,0 12,6 7,4 6,6 16,9 14,6
Tpurauepuab!, MMOJb/T 0,64 1,78 3,02 2,01 1,03 2,02
XonecTeprH 00N, MMOJIB/JT 1,21 3,83 5,06
y-I'myramuntpancdepasa, EJl/n 36 309 405 188
[enounas pocdaraza, EJl/n 111,3 868,6
MoueBast KHCI0Ta, MKMOJIB/JT 110,7 2714
CPB, mr/n 1,68 92,4 9,94 48,58 28,24 12,7 5,83

C 1enbl0 MUHUMH3AIMK TIPOSIBJICHHUH TTEYSHOYHOM HemocTa-
TOYHOCTU MIPOBOJWIACH TEPANUsl aJEMETHOHUHOM U YPCOAE30K-
CHXOJIEBOM KHCJIOTOH B JI03aX, COOTBETCTBYIOIIMX Macce Tena
OonbHOM (aleMEeTHOHHH B CyTO4HOHM J103¢ 400 Mr MH(Y3UOHHO,
ypcoze3okcHuxoineBas kuciora B 03¢ 300 Mr B CyTKU, BHYTPb).

bonpHOH BBIIONHEHA 3HTEpockonus ¢ Ouomncuei. Ocmo-
tpena TK na nporsnkernu 2 M. [Ipocser xenynka u TK pac-
muper 10 20 cMm, mepucTaibTHKa OTCYTCTBYeT. M3 kemynka
U TOIIEH KHUIIKM 3BAKyHPOBaHO A0 6 JI TEMHO-3EJIEHOTO 3a-
CTOMHOTO IOTYO()OPMICHHOTO COIEPKHIMOT0. DHIOCKOIMIYe-
CKas KapTHHA COOTBETCTBOBAJIa XPOHHUYECKOMY BOCIAJICHHIO
cnu3ucToit obonouku kenynka U TK. Ha puc. 3 mokazaHbl
[aTOTHCTOJIOIMYEeCKHE U3MEHEHHs cu3ucToil o6onouku TK,
MOATBEPKAAIONIUE MPU3HAKH XPOHUYECKOTO 3PO3UBHOTO Ty-
OJICHUTA U CIOHHTA.

Jns obecrieyeHust aJleKBaTHOTO SHTEPAIBLHOTO NUTAHUS
60NIbHOM yCTaHOBIEH Ha30MHTECTUHANbBHBIN 30H1. Ha puc. 4
MOKAa3aHO IMOJOKEHUE 30HIa. Uepe3 30HI KOHTPACTHPOBAHBI
MeTIIN TOIEH KHIIKH, ThaMeTp KOTOPOW HEepaBHOMEPHO pac-
mmpeH oT 30 10 63 MM, B HUX OIPEZIENSIOTCS CKOIUIEHHE Tra3a U
JKUJIKOCTH (TOPU30HTANIbHBIE YPOBHH). [1eTiIi TOJICTON KUIIKK
HE paclIMpeHbl, CHaBLIMECs. 3aKIIOYeHHe: PEHTTeHOIOTHYe-
CKast KapTHHA TOHKOKHIIIEYHOI HETPOXOJHUMOCTH.

IMocne sngockonuy y 60IbHON pa3BUIACh KAPTUHA CENTH-
YECKOTO LIOKa C IMOBBILIEHHEM TemIiepaTtypsl Tena a0 40°C u
THITOTOHHEH, MPUYMHON KOTOPBIX SBUJIACH, TIO-BUANMOMY, MU-
KpoOHast TpaHCcIoKanus. bonbHOH MPOBOIMINCE aHTHOAKTEPH-
anpHas Tepanus, HHOTPOIHAS OJEPKKA aJPCHATNHOM.

CocTosiHHE YIy4IIMIOCh, TEMIEparypa Tejla HOpMaju30Ba-
nack. bonpHas mpomomKaa Moay4yars HHOTPOITHYIO HOIIEPIKKY
B CBSI3M C COXpAHEHHEM BBIpaXXeHHOM runoToHny. OIHaKo depes
4 cyT BHOBb OTMEUEHO IOBBIIICHHE TeMIlepaTypbl Tena 10 39°C,
MPUYMHOMN KOTOPOT'O MOCTYKHJIa PELUANBHPYIOLIAs OJIHCErMEH-
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Puc. 3. Incrorormueckas KaprmHa CAM3MCTOH 060AOUKN
ABEHAALIATMIMEPCTHOM KMIIKM GOABHOM A.: a — ASCTPYKLMS
KMILEUHBIX BOPCUH, KPUMTbl A€POPMUPOBAHbBI, COOCTBEHHAS
NAQCTMHKA YMEPEHHO MH(PUABTPUPOBaHA AUMOLIUTaMK

1 naazmoumTamu, x120; 6 — COXPaHUBLLMECS BOPCHHbI
BbICTA@QHbI KAETKaMW LIUAUHAPUYECKOTO 3MUTEAUs, KOHTYpbI
LLETOYHOM KaMMbl Pa3MbITbl, KOAMMECTBO MEXIMUTEAUAABHBIX
AMMIOLIMTOB HE YBEAMYEHO, B CTPOME — AMAATMPOBAHHbBIE
AMMpaTHUeckme Kanuaasipbl, x500; B — XpoHUUeCKasl 3po3us,
30Hbl (PUOPUHOMAHOIO HEKPO3a B COOCTBEHHOM MAACTUHKE,
OpyHHEPOBbI xeAesbl, x120. Okpacka reMaToKCMAMHOM M
303UHOM.

Fig. 3. Histological image of the duodenal mucosa in
patient A.:a — destruction of intestinal villi, the crypts are
deformed, the lamina propria is moderately infiltrated with
lymphocytes and plasma cells, x120; b — the remaining villi
are lined with cells of the columnar epithelium, the brush
border contours are blurred, the number of intraepithelial
lymphocytes is not increased, there are dilated lymphatic
capillaries in the stroma, x500; ¢ — chronic erosion, zones
of fibrinoid necrosis in the lamina propria, Brunner's glands,
x120. Staining with hematoxylin and eosin.

TapHasi AByXCTOPOHHSSI aCNUpAIlMOHHAsI THEBMOHMS C O4araMu
alOcuenpoBaHysi, MONTBEP)KICHHAS KOMITBIOTEPHOM TOMOTpa-
(ueii, OpOHXOCKOIHEH ¢ MHKPOOUOIIOTHMYECKIM HCCIIEIOBAHUEM
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Puc. 4. PentreHorpamma 60AbHOI A.: GpIolIHas NOAOCTb
C Ha30MHTECTUHAABHBIM 30HAOM.

Fig. 4. X-ray of patient A.: abdominal cavity with
nasointestinal probe.

MOKPOTBI ¥ OpOHXHAITBHOTO JlaBaxka. HazHaueHa aHTHOaKTepHaTb-
Hasi Teparusi B COOTBETCTBUM C JAHHBIMHA MUKPOOHOJIOTMYECKUX
AHAITM30B KPOBH, KaJa, MOYM (METPOHMIA30I, IUITPOGIOKCAIHH,
uedrazuauM), MPOTHBOIPUOKOBas Tepanusi (BOPHKOHA30M) —
¢ xopoumM 3h¢exrom. Temreparypa Tena CHU3HNACh 10 HOPMBI,
TIPH MTOBTOPHON KOMITBFOTEPHOH TOMOTpa(UH B JIETKUX OTMEUCHBI
YMEHBIICHHE BOCTIAJIMTEILHO-NHDIIETPATHBHEIX W3MEHEHHH H
0YaroB BO3IYIIHBIX MOTOCTEH, C(HOPMUPOBABIIMXCS BCIIEICTBHE
abcreccos, nosiBlieHHE (PHUOPO3HBIX YYAaCTKOB B 00JaCTH BOCIIA-
JIUTENBHBIX HHQIWIETPATOB.

JInist ioBbItieHHs: 3PPEKTUBHOCTH AEKOMIIPECCHH OONBHON
BBIIIOJIHEHA TaCTPOCTOMUS C BBEICHHEM 30H/Ia B TOLIYIO KHII-
Ky. Yepes racTpocToMy U HHTECTUHAIBHBIN 30HI Y OOIbHON
MPOUCXOIMI COPOC 3aCTOMHOrO KHUIIEYHOTO COINEPKUMOTO B
o6mieM oobeme ot 800 10 3600 mi/cyT. [Ipu yMeHbIIEHHH KO-
JIMYECTBA 3BAKYHPYEMOUH KUIKOCTH Y OOJBHOH YCHIIMBAIIOCH
B3lyTHE JKUBOTA, MOBBIIIANACH TeMIeparypa Tena. [lepuomu-
YeCKH JICKOMITPECCHOHHAs (DYHKIHUS 30HIOB MpeKpananach u
TpeboBauck koppekuus ux nonoxenus B JKKT u nmoBropHsie
[IyOOKHE MHTECTUHOCKOIIUH, ITPU Ka)XKJJ0i U3 KOTOPBIX IBaKyH-
poBaii OT 2 110 4 J1 )KUJIKOTO KHIIIEYHOTO COAEPIKUMOTO.

Db GEeKTUBHOCTH TEpaNuy OLEHUBAJH 110 JaHHBIM PEHTTe-
HOJIOTHYECKOTO HCCIICOBAHHSI ¢ KOHTPACTHPOBAHUEM IKEIy-
JIOYHOTO U MHTECTUHAJBHOTO 30HI0B. Ha NmpoTsbKeHUH BCero
Heprosia HaOMIOEeHHsT MPOUCXOIIIO TOCTEIICHHOE YMEHBIIIe-
HHE TPOCBETA KENyIKa, ABEHAIUATUIIEPCTHON M HavyaJIbHOTO
oraena Tomeld KUmku a0 2-2,5 cm. CpegHue U JUCTallbHBIE
oraensl TK ocraBanuchk pacmmpeHHbIMH 10 7 cM (pHc. 5).
IlepucranpTika OTCYTCTBOBaNa Ha BceM mpoTshkeHud TK, uto
MOATBEPKAATIO TSHKENYI0 (OPMY MHTECTHHAIBHOM IMCEBI000-
CTpYKIMH. TIOMBITKH BOCCTaHOBUTH MOTOPHUKY €€ PEryIsiTo-
paMu — METOKJIONPAMHUIOM, TOMIIEPUIOHOM M UTONIPUAOM HE
okaspiBaiy 3¢ dekra. Teracepon u NPYKAIOMPUI — CEICKTUB-
HBIE arOHHUCTHI CEPOTOHMHOBBIX PELETITOPOB — BBI3BIBAIIN CHIIb-
HbIC OOJIN B )KUBOTE M OBUTH OTMEHEHBI.

PerynspHble UCCICIOBaHUS KPOBH, B TOM YKCJIE Ha Mpe-
cencud u C-peaxruBHblil 6enox (CPbB), nonrsepxnanu mpo-
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Puc. 5. PeHTreHOAOTMYeCKasi KapTMHa GPIOLLIHOM MOAOCTH
y 6OABHOI A. MoCAe 5 MeC AeyeHHsl.

Fig. 5. X-ray image of the abdominal cavity in patient A.
after 5 months of treatment.

JOJDKAIOIUECS BOCHAJICHUE U HapyLIEHUE OOMEHAa BEIECTB
(em. Taba. 1).

Junamuka ypoHs AJIT u ACT B kpoBu (puc. 6) ciy-
JKMJIa MOKa3aTesieM M3MEHEHMs! IMUTaHus OoibHOU. B mepBbie
JIHA TOCTUTAJM3aIMU YPOBeHb aKTUBHOCTH AJIT ObLT MOBBI-
meH B 2 pasza. B mociexyronieM ee aKTUBHOCTH TTOBBIIIANACH
no 770 EJI/n, 4To ABNSAJIOCH NMPHU3HAKOM PAa3BUTHS CHHIPOMA
BO300HOBJIEHHOTO THTaHus (peduanHr-cuHapom). Ero moss-
JeHHe — CIEACTBUE JUIMTEIBHOTO HAPYIICHUS ACCHUMUIIINH
nmmeBsix BemecTs B JKKT. B pesynbrare koppekiuu 103 BBO-
JVMBIX HyTPUEHTOB W MPHMEHEHHS I'elaTONPOTEKTUBHOW Te-
pamuu mpenaparaMHu aJeMETHOHHHA M YPCOIC30KCHXOJICBOM
KHCIIOTBI akTuBHOCTH TpaHcamuHa3z (AJIT, ACT) nocreneHHo
cHIKanack. Ho mpy mombITKax yBeIHMYeHUst 00beMa HyTpHEH-
TOB MapeHTEPAIBHBIM M YHTEPATbHBIM ITyTSIMH BHOBb HAOJIIO-
Janocs noseimenue aktuBHocT AJIT u ACT (em. puc. 6).

Teuenne 3a00M1eBaHNST HEOXHOKPATHO OCIIOXKHSIIOCH OaKTepH-
aIBHON TpPAHCIIOKALMEW ¢ Pa3BUTHEM CHCTEMHOH BOCHAIHTENh-
HOM peakiyu. VICTOYHHUKOM OCJIOKHEHHH CITYKWJI W30BITOUHBIN
GakrepuanbHblii poct B TK BeiencTBue CHIbKEHUS ee OapbepHOH
(GYHKIMH ¥ OTCYTCTBUSI TIPOIMYJIBCHBHOW TEPHUCTANBTUYESCKON
nesirensHOCTH [11]. Ha pue. 7 mokazaHbl M3MEHEHUS] MapKepOB
BOCTIAJIUTENBHON PEaKIMK B TEUCHUE BCETO NepHo/a NpeObIBaHMsA
OONBHOM B craruoHape. TeHICHIMs K CHIKCHUIO MOKasaTesel
BOCIHAJICHHsI TOCTHTANach MPHMEHEHHEM KOMOWHUPOBAHHOW aH-
THOAKTEPUAILHOW TepaIiH, IPOBOAUMOI C YIE€TOM MHKPOOHOIIO-
TMYECKOTO UCCIIE0BAHMS KPOBH M KUILIEYHOTO COAEPKUMOTO.

IoTepst OESIKOBBIX COCAMHEHHH BCIIEICTBHUE €KETHEBHOTO
cOpoca KUIIEYHOTO COAEPKUMOTO MO KETYIOYHOMY M HHTeE-
CTHHAJIBHOMY 30H/aM TpeOoBalia MOIACPKaHHUsI ero Ha HeoO-
XOJMMOM YPOBHE ITyTeM €KEJHEBHOTO BBEACHHS AMUHOKHCIIOT
u anpOymuHa (puc. 8).

KomrutekcHast Tepanmsi Takxke BKIIOYANa aHTHOAKTEpHAIb-
HBIE, IPOTHBOIPHOKOBBIC MPENapaThl, KUIICYHbIE aHTUCENTHKU
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HO MUTAaHKE OCTACTCS I10 CEH JACHb YaCTUYHO Map€HTEPaJIbHBIM.
Macca Tena HaxomuTcs B mIpefenax 35-37 KI. YMEHBIIUIUChH
B3IyTHS )KUBOTA, MOSBUJICS PETYISIPHBII 0(OPMIICHHBIH CTYII B
HEOOIBIIIOM KOTUYECTBE.

YV GosbHOI OCTaBIEHBI JKEIYJOUHbIH ¥ MHTECTHHAIBHBIH
30H[bI, 110 KOTOPBIM COXPaHSETCsl €XKEAHEBHBIN cOpOC 3acToli-
HOTO KHIIIEYHOTO COAEepKUMoro B oobeme 1o 1 /cyt. Ipu mo-
IBITKE MIPEKPAIIEHMs JEKOMIIPECCUH U 3BAKyallMH KUIIEYHOTO
COZIEPAKUMOrO COCTOSHHE €€ YXYAIIAETCs, YTO OOBSICHAETCS Ha-
xoruieHueM cogepskumoro B TK. Coxpansercst 1oTpeGHOCTb B
3aMECTUTENBHON Tepanuy IEKTPOIIUTHBIME PACTBOPAMHU, Ia-
PCHTCPAJIBHOM ITUTAHUH, CHUMIITOMAaTHYECKOM TCparunu.

OO6cyxaeHne

XUIIO mposiisieTcst aToIOrueii HEPBHO-MBILIEYHOTO arTa-
para HesicHOM >THoNOrMH. OHA MOXKET BO3HHKHYTH BCIIC/ICTBHE
TEHETHYECKH JICTEPMUHHMPOBAHHOTO TIEPBUYHOTO HApYyLICHHS
Pa3BUTHSL WM BTOPHYHOIO TOPAaXEHHS y OOJIBHBIX JIHA0ETOM,
aMHJIOUI030M MJTH CHCTEMHBIMH 3a00JIeBAaHUSIMH COCYIOB [2, 12].

[TepBuunbie HepBHO-MBITIEUHBIE paccTpoiicTBa JKKT cBoii-
CTBEHHBI JICTSIM C [TATOT€HHBIMU MYTAIUSIMHU B T€HE, KOIUPYIO-
nieM aktuHramma 2 (ACTG2) — cokpaTuTenbHbId OesloK Iiaj-
KuX MbII kumednuka. Myrtanun B reHe ACTG2 BBI3BIBAIOT
ayTOCOMHO-IOMHHAHTHYIO CEMEHHYIO BHUCLEPAIBHYIO MHOIIA-
TUIO0 W HapyUICHHWE POTalUM KulleyHuka. KinHndyeckue mpo-
SIBJICHUS BKITIOYAIOT WHTECTUHAIBHYIO MCEBIOOOCTPYKIUIO,
HapyleHne (YHKIUH MOYEBOTO ITy3BIPS, JKENYHOTO ITy3BIpPS
(xonenurtna3z) U nuieBbie UHTOJEpaHTHOCTH [13]. Kumeuynas
HENPOXOJUMOCTb, ITEPBOHAYAIBHO CBA3aHHAs C ICEBI000-
CTPYKIHMEH, B albHEHIIEM MOXET yCYTIyOJIsThCS TaKkKe U3-3a
CIaeK, BEI3BAaHHBIX ONEPAIMsIMH Ha OPIOIIHOM OIOCTH.

Puc. 8. KoHueHTpauus aabGyMrHa U 06ero 6eaka B KpoBU
y 60AbHOI A.

Fig. 8. Blood concentration of albumin and total protein
in patient A.

3akAl04eHue

IIpencrasnena OonbHAS C KpaWHE TSKEIOW BPOKIACHHOU
dhopmoit XUIIO ¢ ractpocta3oM, UCKJIFOYABIIMM BBITIOJIHCHHE
TPaHCIUTAHTAI[MM KHUIICYHUKA, TPeOyIomias MOCTOSHHOIO Ma-
PEHTEPAIBHOTO TUTAHMS B CBSI3H C OTCYTCTBUEM BOCCTAHOBIIE-
Hust MotopHo#t pynkuunu JKKT. IIceBmoodeTpykims y 60IbHON
COYeTaTach ¢ MaJbpOTAI[HEH KUINCYHHKA M XOJCTHUTHA30M, a
B MOCJIEAYIONIEM, BCKOPE MOCIIE JTaapOTOMUH, U CO CIIACYHON
Oone3Hpl0 OPIOIIHOM MmonocTH. [UTeNbHOE JIeYeHHEe B OT/e-
JICHUW PEaHWMAIlMM W MHTCHCHBHOW Tepamuu ¢ KOMOHMHHPO-
BaHHBIM, MPEUMYIICCTBCHHO MAapEHTEPAIbHBIM MHUTAHUEM B
TeYeHHue 6 MeC IMO3BOJMIO JOOWUTHCS YaCTHYHOW cTaOWIIn3a-
IIMH COCTOSIHUS U TIEPEeBO/Ia MAIIMEHTKU Ha JOMAITHEee JICUeHHe
C TMPOAODKEHHEM aJIeKBaTHOM KOMIUIEKCHOM Tepamuu. OHa
BKJIFOYAJa JKUPOBBIC AIMYJIBCHH C OMeTa-3,6-)KUPHBIMUA KHCJIO-
TaMH; CHCHUATH3UPOBAHHBIA TUETHUECKUI PALIOH C OrPaHU-
YEHUEM KIIETYATKH, IPOCTHIX YIIIEBOAOB, LETBHBIX MOJOYHBIX
MPOAYKTOB; MOHMTOPUHT KIMHUKO-Ta0OPaTOPHBIX MOKa3are-
neii (3 pasa B Hezento), anTporniomerpudeckux (1 pas B Hene-
JII0) ¥ TeMOJAMHAMUYECKUX TTOKa3aTellel (eXKeTHEBHO).
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CnMcoK CoKpaLeHui

AJIT — anannHaMUHOTpaHCdepasa

ACT — acnapraramuHOTpaHcepasza

T'’Kb — roponckas kiIvHI4YecKas: 60JIbHULA
JKKT — sxenyno4HO-KHIIEUHBII TPAKT

MCKT — MynsrHCIIpaibHas KOMIBIOTepHas ToMorpadust
CPb — C-peakTuBHbIi1 6€10K

TK — TOHKas KUIIKa

XUIIO — XxpoHUUECKask MHTECTHHAIIBHAS TICEBA000CTPYKIUS
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