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TOMOLIUCTUHYPUS KAK PEAKASI [TIPUYMHA TTAHKPEATUTA
vV AETEN

ITBY3 r. MockBBI « MOpPO30BCKast ACTCKAsi TOPOACKAst KAMHMYECKast 6oAbHUIa» A3M,
20I'BHY «MeaUKO-TeHeTUIeCKUi HayYHBIN [eHTp», . MockBa, PO

Hawu6oiee pacrpocTrpaHeHHBIMHM NpUuYuHAMH ocTporo nmankpearura (OIl) B meTckom Bo3pacTe sABJIA-
I0TCA CTPYKTYPHBbIe aHOMAJNU Mom:kexymouHoii sxejessl (IIJK) u matomorus OGuiamapHbIX TPAKTOB,
nH(pEKIUuN, CHCTeMHBIE 3200JIeBaHUA, IPHEeM HEKOTOPHIX JJeKaPCTBEHHBIX IIPEapaToB, a0JOMIHAIb-
HbIe TpaBMbI. Kpome TOTo, OCTPBI 1 XPOHNYECKUIT TAHKPEATUT MOJKET BCTPEUAThCA MPH PA3IMIHBIX

HACJIeICTBeHHBIX MeTa00JIMUeCKuX 3a001€eBAaHNIX, B T.4. IPU KiIaccuueckoii romonuctunypuu (I'1IY).
Knaccnueckaa T'IlY — penkoe HaciencTBeHHOe 3a0oJjieBaHHE, 00YCJIOBJIEHHOE HETOCTATOUYHOCTHIO
¢depmenTa nucraTuoHUH Oeta-cuHTassl (CBS), mpuBogsiiee K HAPYIIEHUIO KaTa00IM3Ma MEeTHOHNHA

M HAKOILJICHUI0 TOMOIMCTEeHNHA. OcHOBHBIMU IIPOABJICHUAMHU 3a00I€eBaHNS ABJIAIOTCA MUOIMUSA BHICO-
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KOW CTEIeHH, 9KTONUA XPYCTAINKA, 3aJePKKa IICUX0PeYeBoro pa3BUTH s, MIOPaskeHue OIOPHO-IBUIa-
TeJIFHOTO amIapaTa, a Takske TPOMOO3BI PA3JINYHOI JoKaau3anun. B peaxkux ciaydyasx TpoMmGoTmue-
ckoe mopaskenue cocynos IIVK y manmenTtos ¢ knaccuueckoii I'IlY mosker mpuBoguts k pasputuio OII.
B craThe nmpeacTaBiIeHO KINHIYECKOE HAOII0OIeHNe MalieHTa ¢ Kiaaccnueckoii 'Y, ocaoskHUBIICCS
OII c o6pa3oBanuem nceBaokuctsl IIJK, moTpedoBaBuIeil IpeHNpyIONIEii onepanun.
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HOMOCYSTINURIA AS A RARE CAUSE OF PANCREATITIS
IN CHILDREN

IMorozov Children's City Clinical Hospital; 2Research Center of Medical Genetics, Moscow, Russia

The most common causes of acute pancreatitis (AP) in childhood are structural anomalies of
the pancreas and pathology of the biliary tract, infections, systemic diseases, the use of certain
medications, and abdominal injuries. In addition, acute and chronic pancreatitis can be caused by
various hereditary metabolic diseases, including classical homocystinuria (HCU). Classical HCU is a
rare hereditary disease caused by a deficiency of cystathionine beta-synthase (CBS) enzyme leading
to methionine catabolism disorder and accumulation of homocysteine. The main manifestations of
the disease are high myopia, ectopia lentis, delayed psycho-speech development, musculoskeletal
system disorders and thrombosis of various localization. In rare cases, thrombotic lesions of
pancreatic vessels in patients with classical HCU can lead to AP development. The article presents
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YacroTa maHKpeaTuTa y AeTeil ¢ TacTPOIHTEePOJIOTH-
YeCKOU MmaToJioruei, Mo JaHHBIM DPOCCUHCKHUX aBTOPOB,
Bapwsupyer ot 5 10 25% [1-3].

HawubGosiee uacToii mpuYMHON MaHKpeaTUTa y JdeTeil
SABJSAIOTCS IIOpaskKeHWe OMIMapHOW CHCTEeMBI IIeYeHU
(OOCTPYKITUA JKEJTUYEBBIBOAAIINX TPAKTOB,
MeHHas 00Jie3Hb), a TaKyKe CTPYKTYPHbIe M3MEHEeHUs B
camoii momkenynounoi sxenese (IIWK) — xucThbl, BpOXK-
nernble anomanuu (yapoenue IIWK, xoabpnesumunaa I19K)
[4]. Kpome Toro, K maHKPEATUTY MOYKET IIPUBECTHU Tedue-
HUe nH(PEeKIUOHHOro nmpoliecca (Bupyc dumireiitna—bapp,
IIATOMEeTaJOBUPYyCHAS NHDEKIUsI, KOPb, IaPOTUT U IP.),
PAL CHUCTEeMHBIX 3abojeBaHUil (reMOJUTUKO-ypeMuue-
CKUIl CHHAPOM, pPeBMaToJIorTnYecKue 3abojieBaHUsA, BOC-
maJuTe bHbIE 3a00/IeBaHUA KUIIIEUHNKA, CEIICUC), TOKCH-
YyecKoe BO3/IeliCTBIe HEKOTOPHIX JIEKAPCTBEHHBIX BEIIIECTB
(IpeqHU30JI0H, M30HUA3U[, a3aTUOIPHUH, BaJbIPOEBas
KucaoTa) u abmoMuHadbHas TpaBMa [5—8]. B Gosee pen-
KHX CIy4yadax MPUUYNHON Pas3BUTUA MAaHKPeaTUTa y meTei
MOJKeT SBJIATHCA TaKoe HacJieJACTBeHHOe 3aboJieBaHUe
oOMeHa BeIlecTB, KaK KJAaCCUYeCKas TOMOIIMCTHUHYPHUS
(T1ITY) [9]. Kmaccuueckas 'Y — peakoe HacsieCTBEHHOE
3aboJsieBaHune, 00YCJIOBJIEHHOE HEIOCTATOYHOCTHIO (ep-
MeHTa IucTaTuoHuH Oeta-cuaTassl (CBS).

Knaccuueckas T'IlY Hacaemyercsa o ayTOCOMHO-
pellecCMBHOM TUITY U 00ycJOBIeHA MyTaliueii B rene CBS
(21922.3). Yacrora saboseBaHUSA, MO MAHHBIM Pa3HBIX
aBTOPOB, KoJsedaercsa or 1:1800 xo 1:900 000 HOBOPOMK-
meunsix [10—12]. B pesysabTaTe HemocTaTOUHOCTH (ep-
menTa CBS mpoucxoauT HapyleHne KaTaboamn3Ma MeTH-
OHHWHA, OJIOKUPYETCA CUHTE3 IMCTAaTHOHMHA U HAKAILIU-
BaeTcs romorucTenH. [1oBbIITeHNEe KOHIIEHTPAIMY T'OMO-
IACTeNHA MPUBOAUT K HAPYIIEHUIO CITUBAHUS CYJIbh-
TUAPUIbHBIX TPYII B 06eJKaX, TAKUX KaK dJaCTHUH, UTO
00BACHSAET AUCIOKAIIUI0 XPYCTAJINKA U CKeJeTHbIe aHO-
MaJIU TIPU JaHHOM 3a6oseBaHuu. ['OMOIIMCTENH OKAa3hI-
BaeT MpsMoOe IOBPeKJarolnee qeificTBre Ha CTEHKY COCY-
OB U cIoco0cTByeT obpasoBanuio TpoM6os. Kpome Toro,
MOBBINIIEHNEe KOHI[EHTPAIMU TOMOIIMCTEeNHA HapyIaeT
paboTy SHAOMIA3BMATHUYECKOTO PETUKYJIYyMa U MIPUBOIUT
K qucyHKInn sugorenus [13, 14]. OTu MexaHU3MbI BMe-
cTe ¢ HapyIIeHneM TPOMOOIM3nca MOTYT OBITh IPUUNHOMN
TpomMboTHUecKuX ocaokueHui npu I'ITY [15].

OCHOBHBIMY OpPTaHAMU-MUIIEHAMN TIPU KJaccude-
croit I'IlY aABiAOTCA 3PUTENbHBIA aHAJIM3ATOP, OIOP-
HO-ABUTaTe bHBIN anmmnapatr, IITHC u cucrema remocrasa.
TlopaskeHnue rya3 y jAeTeil MPOSABIAETCA IPOTPECCUPYIO-
el Muonueii U pa3BUTHEM JUCTOINU XPyCcTaanKa. et
¢ kaaccuueckoii 'Y umeror «MaphaHomono6HbIH (eHo-
TUT»: BBICOKUII POCT M OTHOCUTEJHHO MJIWHHBIE KOHEU-
HOCTH (IOIUXOCTeHOMEeJIUA U apaxHogakTuaus) [16, 17].
B Goustee crapiiiem Bo3pacTe y HUX HEPEIKO OTMEYAIOTCS
ocreomopos u Aedopmanus KocTeil (BOpOHKOOOpasHas

JKeJluyeKa-

the clinical observation of a patient with classical HCU, complicated by AP with the formation of
pancreatic pseudocysts, requiring drainage surgery.
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nedopmalusa TPYSHON KJETKU WJIW KUJIeBULHASA T'PYAb,
X-obpasHas gedopManusa HUKHUX KOHEUHOCTEMH, CKO-
nuo3). Co croponsl ITHC xapakTepHBI 3ameprKKa IICUXO-
peueBOro Pa3BUTUA W WHTEJIEKTyaJbHbIe HaPYIITeHUS.
B Gosee TsAKeNBIX CAydYagX MOTYT Pa3BUBATBHCS CYAOPO-
T, ICUXUATPUUYECKNE U 9KCTPATIUPAMUIHBIE CUMIITOMBI.
Kpome Toro, xapakTepHBI TPOMOO3bI, KOTOPBIE MOTYT
BOBHUKATH B COCYZaX TOJIOBHOTO MO3Ta, KOPOHAPHBIX U
JIETOYHBIX apTepusX, a TaksKe B cocynax IIIK, uro moxker
MPUBOAUTH K PA3BUTHUIO MAHKPEATUTA.

Brepseie octperiit mankpeatut (OII) mpu Kiaccuue-
ckoit I'lTY 6511 ontmcar B 1990 r. [18]. B cTarhe aBTOpPBI
ommcanau ABYX HanWeHToB ¢ Kjaccuueckoit I'ITY u OII,
OCJIOKHUBIIIMMCSA y OJHOTO M3 TMAIMEHTOB MOABJIEHU-
em rnceBrokucTel IIHK, morpebGoBasileil JpeHUPOBAHUA.
VY BTOpOTO malueHTa MAaHKPEATUT OCJIOKHUJICA Pa3BU-
THeM HeKpOo3a U MepUTOHHuTAa. IlaTosioroaHaTOMHYECKOe
uccjieoBaHue, IPOBeJeHHOe MEepPBOMY MAI[MeHTY, BBI-
SBUJIO HAJIWYMe MHOKECTBEHHBIX Kaublinduratos IIK.
T'ucronornueckue ucciemoBaHue MOATBEPAUIO HAIUUUE
y mamueHTa XpoHuueckoro mankpearura (XII) ¢ MmHOXKe-
CTBEHHBIMHU TpoMbGo3amu cocymoB IIHK. ABTopsI caemanu
BBIBOZ, uTo mopaskenme IIJK mpum Kiaaccuueckoit 'Y
MMeeT COCYAUCTHIN TreHes.

IlosgHee OBLIO OMMCAHO eIlle HECKOJbKO MaIlueH-
TOB ¢ KJylaccuueckoir 'Y, ociaokHUBIIIENICA TaHKPEaTH-
ToM [19-22]. TUIUYHBIMY TPOSABIEHUSIMU TaHKpPeaTUTa
SABJIAINCH a0LOMUHAIBbHBIN 60JIeBOM CUHAPOM, CTeaTopest
u raabiudurarsl [IHK. B mtuteparype BcTpeuaroTcsa mIpu-
Mepbl BodHuKHOBeHUs OIl B KauecTBe epBOro CUMIITOMA
kaaccudeckoit I'I1Y [23]. BoabIIMHCTBO aBTOPOB CKJIOHS -
eTcs K cocynucromy remesy nmopaskenus II3K. Kak ussect-
HO, TpoM603bkl mpu I'I[Y MoOryT BOSHHUKATH B COCyZax
Jr060T0 opraHa u cuctemsl [24—27]. IIpu maTosoroaHaTo-
MUYECKOM WCCJIefOoBaHUY HanueHToB ¢ geduimrom CBS
OBLJIO BBISIBJIEHO, YTO NMPAKTUYECKU B KaKAOUW apTepuu
OOJIBIIION MM CPefHEeH BEeJWUNHBI OTMEUEeHbI BBIPAKEH-
Hoe (uOpPO3HOE YTOJIIeHNe WHTUMBI, TOPaKeHue TJiaj-
KOl MYCKYJIaTyphl U 9JIACTUYHBIX BOJIOKOH. CucTeMHOe
nopaxxenue cocynoB npu I'IlY mpuBoAuT K HapyIIEeHUIO
Mukponupkyaanuu I, ee XpOHUUECKON HIIEMUU U
TopasKeHnio cOOCTBEHHBIMU (hepMeHTaMM, ITO3TOMY CHU-
JKeHNe YPOBHSA TOMOIIMCTENHA B KPOBU YMEHBIIIAeT PUCK
TpoM6006pa30BaHUA U TOBTOPHOTO BO3SHUKHOBEHUS TaH-
Kpeatura [23, 28]. Ilo gaHHBIM HCCIEIOBAHU, PUCK pPa3-
BUTHUSA TPOMOO30B IPU ypOBHE romoiiucrenHa mexnee 100
MMOJIb/ 1 MuHUMaJeH [29]. [JoOuThcsa CHUMKEHUS YPOBHSA
TOMOIIMCTEeNHA TIPY MAPUJOKCUH-UYBCTBUTEJIBHOM hopMe
riaaccuyeckon 'Y ymaerca ¢ momMomibl0o HasHAUYEHUSA
BBICOKHX J[03 BUTaMUHa Bg, ABiAomeroca KopakTopoM
(epMeHTA IIUCTATUOHUH OeTa-CUHTAa3bI.

ITanmueHTaM ¢ TUPUAOKCUH-PE3UCTEHTHO (opMoit
3aboJsieBaHUA HEOOXOAUMO COOJIOAATH HU3KOOEIKOBYIO
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OWEeTy C OrpaHMYeHreM MEeTHOHWHA, a TaKyKe IPUHU-
MaTh CIeNUaJN3UPOBAHHbIE aMUHOKUCJIOTHBIE CMECH,
He coepsKalnye MeTHUOHWH. TaK/Ke MCIOJNB3yeTCA IIpe-
mapat 0eTamH, KOTOPBIN ABJISAETCSA AOHATOPOM METHJIB-
HBIX TPYII M aKTUBUPYET aJbTePHATUBHEIN HYyTh MeTa-
0osim3Ma TOMOIIMCTENHA, IpeBpalas ero B MEeTHOHWH.
Beraun MokeT Tak:Ke qeifiCTBOBATH KaK OMOJIOTUUECKUH
IIamepoH, BOCCTAHABJIMWBAsA CTPYKTypPy depmenta CBS.
B Hactosamee Bpemsa npemapat Beraus He 3aperucTpuUpoO-
BaH Ha Teppuropuu Pd.

Husxke mpencraBisgeM KiMHHYECKOe HaOIOIeHUE
kaaccuueckoit 'Y, ocaoxxkuuBmeiica OIL.

HeBouka, 15 jger. Pe6erok ot I 6epemeHHOCTH, TIPO-
TeKaBIIeil Ha ()OHe Yrposbl IpephiBaHusA B I Tpume-
cTpe, oT I CPOYHBIX CaMOCTOATEIbHBIX POAOB. Bec mpu
poxkmenuu cocraBua 3780 r, poct — 53,5 cM, OIleHKa
no mkase Amnrap 7/8 GammoB. HeoHaTaabHBIN IIEePUOT
mpoTekas 0e3 ocobeHHocTeil. PaHHee NHCHUXOMOTODPHOE
pasBuTHe Ha 1-M roAy KH3HHU IIO0 BO3pacTy. B Bospacte
2,5 jeT cTajmu OUYEeBUAHBI 3aJ€PIKKa PEUEBOTO PA3BUTHUA,
a TaK'Ke HapyIIeHWe MOXOAKU — PeOeHOK HEeyCTOMYUBO
XOMWJI, «3aHOCUJIO» IIPU XOALOe, 0erajga ¢ IPOIYJIbCHU-
eii. C 3 JyeT 0oTMeUasIOoCh CHUIKEHUE OCTPOTHI 3DEHUA.
ITocTrenenHo HapyllleHWe 3peHUE IpoOTrpeccupoBasio. B 5
JIeT OKYJKUCTOM YCTAHOBJIEH JUATHO3: BPOKJEHHASI MUO-
nus BeicoKoi crenenu (Vis OD=-6; Vis OS=-5). B stom
JKe BO3pacTe MOABUJINCH nedopMaliisd CTOI, HAPYIIeHUe
ocanku. K 8 romam copMupoBasica CKOJMO3, IPOTPEC-
CUBHO yXyAIajoch 3peHue. Octpora 3peHus K 10 rogam
cocrasuyia OD=-20, OS=-19. B Boszpacte 11 jeT BEIABIEH
TMOABBIBUX XpycTajuka. IIpoBeleHO OomepaTHUBHOE Jiede-
HUe — (PaKoIMyJbCU(PUKAIIUA C MMILIAHTAIIUEe!l WHTpa-
OKYJAPHO#N JuH3BI. OKYJHCTOM B3aIl0f03PeH CUHIPOM
Mapdana, pekoMeHIOBaHA KOHCYJBbTAIMA TeHETUKA.
B Bospacre 13 sieT KOHCYJIBTUPOBaHA T€HETHUKOM, 3aIl0-
nospeH aumaruos: kJjgaccudyeckasa I'ITY. Ilpoenmen kaue-
CTBEHHBIA TECT MOUYM C I[MAHUJ-HUTPOIPYCCULOM (TecCT
Bpanza), KoTophIil MOKa3aJ HaJIUYWE B MOUEe TOMOIIUCTE-
WHa. YPOBEeHb TOMOIINCTENHA B Moue cocTaBua 292 mr/ .
Buaboparopuu HacsiencTBeHHBIX 6oste3Heit oomena MI'HIT
upoBeneH [IHK-ananus rena CBS, BBIABIEHBI MyTaIluH,
ONMMUCaHHBIE B MeKIyHapoaHoit 0ase manubix HGMD:
NM 000-071.2:¢.1170G>A (p.W390*) u NM_000071.2:
c.1224-2A>C B KOMNOAyH[A-T€TEPO3UTOTHOM COCTOSHUU,
BbIBBIBatOIMe Kyaaccuueckyio I'IlY. Hasnauena rtepanusa
BUTAaMUHOM Bg B 103e 1 r B cyTku. Yepes 1 mecan npuema
NUPUAOKCUHA BIIepBble 00pAaTUIACEH B LIEHTP OPMAHHBIX U
npyrux peaxux 3abomeBanuit MIT'KB. IIpu o6cienoBa-
HUUW YPOBEHBb T'OMOIIMUCTENMHA B KPOBU cocTaBaaa 255,69
MKMOJIb/JI. MeTHOHUH KPOBU, WCCJIEJOBAHHBIN METO-
IOM TaHIEMHOH Macc-CIIeKTPOMETPHUU, ObLI B IpeAeaax
HOPMEBI U cocTaBus 36,78 mxM /i (Hopma 6—110 mxM /).
IIpu mocTymyieHun B KIMHUYECKON KapTHHE o0paIaain
Ha ce0sa BHUMaHNE OCOOEHHOCTH (heHOTHHA: acTeHUYe-
CKO€e TeJIOCJIOKeHUe, BbhICOKUil pocT (SDS pocra cocra-
Bua 2,71; SDS Beca — 0,73, ungexc maccel Tena=17,31
KI/M2), IOMUXOCTEHOMENNS, aPaXHOAAKTUINA Iajlb-
IIeB KHCTEH U CTOII, IIOJIOMKUTEJILHBIN TECT «0OJIBLIIOTO
nanbias. Co CTOPOHBI OMIOPHO-ABUTATEIHHOM CUCTEMEI Y
pebeHKa BBIABJIEHBI AMWCILJIACTHUECKasd KU(POCKOIMOTH-
yeckaa gedopManusa rpygo-MOSACHUYHOTO OTAesa II03BO-
HOYHUKA, BapycHasa medopmarus crom, hallux valgus I

crerneHu. BeisgBIeHa yMCTBEHHASI OTCTAJIOCTD JIETKOM CTe-
nenu. C y4eToM OTCYTCTBUS CHUIKEHUS IOMOIMCTENHA Ha
(ore mpuema BuTamMuHa Bg pefeHKY OBbLIa yCTaHOBJIEHA
NUPUIOKCUH-HEUYBCTBUTEJIbHAA (hopMa KJIacCUUECKON
T'IY. HasuaueHna amera, peOeHOK Hadaj IOJIyUYaTh CIe-
UaJu3upPOBaHHOE JieueOHOe NMUTaHWe, He CoAepsKalee
metuoHuH (cMeck XMET Xomupon). [Josa BuramuHa Bg
obl1a cHmakeHa no 100 Mr B cyTKu, HasHaueHa QoJiue-
Basd KUCJIOTA B 03e 5 MTI' B CYTKH, BUTaMUH By B fose 1
mr 1 pas B Mecsl BHyTpuMbimeuno. Ha ¢oHe BBegeHUA
CMecHU OTMedYaJINCch PBOTHI. IlocTerneHHO PeOGeHOK aJamnTu-
poBaJjics K CMeCH, PBOTHI IpeKparuanch. depes 1 mecsis
BO300OHOBUJINCH DBOTHI IIOCJE MpHEMa IUINU, Pe0eHOK
craj TepATh B Bece. IlepHOAMYECKU OTMEUYAJIUCh IOIb-
eMBbI TeMIIepaTyphl TeJjia, JeBOUKA YacTO yKaJoBajlach Ha
6oy B oOJiacTy ymKa U B JieBOM 60KYy. IIpu mpoBeneHuN
V3U opraHOB OPIOIITHOI TOJIOCTH BBIABJIEHO O0BHEMHOE
oopasoBanue IIJK. PeGeHOK MOBTOPHO TOCIUTAJIU3UPO-
BaH B IEHTDP Op(MAHHBLIX U APYTUX PEIKNX 3a00JIeBaHUI
MAOT'KB pgia yTouHeHUs AUarHO3a, A000CTIENOBAHUSA U
seuenus. IIpoBemena KommbloTepHasa Tomorpadus opra-
HOB OPIOIITHOM ITOJIOCTH U 3a0pIOIIMHHOIO MPOCTPAHCTBA
(cM. PUCYHOK).

ITamueHTKa KOHCYJbTHUPOBaHA a0JOMUHAJBHBIM
XUPYProM, 3aIlof03peHa MCeBIOKNCTa B 00JIaCTH XBOCTA
II3K, pexoMeHIOBAHO ILJIAHOBOE OIMEPATUBHOE JIeUeHUeE,
IPOBOAMJIACHE KOHCepBaTWBHAA Tepamnus (OKTPeoTun,
omernpaso, pamoruauH). PeGeHOK TOTOBUJICS K ILJIAHO-
BOW omepaiuu, MpoBOAUIOCH goobGeaenosanue. OLHAKO B
cBsA3U ¢ 000CTpPeHreM MMaHKpeaTuTa (MOBBIIIEHUE TeMIIe-
paTyphsl Teja, ycujieHue 00JIeBOTO CUHPOMA, IOSBJICHUE
MHOTOKDPATHOW DPBOTHI, yBeJWYEHWE YPOBHSA aMUJIA3bI
B KpoBu 1m0 547 Ex/n (mopma mo 100 EIl/m)) peGeHOK
ObLI IepeBefeH B OTAejieHWe XUPypruu. Ilo sKCTpeH-
HBIM [TOKA3aHUSIM Pe0eHKY IIPOBEJeHAa ANArHOCTUYECKAs
sgamapockonusi. Ilo xomy omepanuu B 06JIaCTH XBOCTA
II3K BCKPBITO MHOTOKaMEPHOE JKUAKOCTHOE 00pasoBanue,
OTTPAHNUYEHHOE OTEUHBIMH OKPYKAIIIUMHU TKAHIAMU
(cee3eHKOM, JKeIyIKOM, OOJIBIINM CAJbHUKOM), KUI-
KOCTh 9BaKyMpPOBaHA, HAJOMKEHA eIHOCTOMAa. B moct-
OIIEPAIMOHHOM IIePUO/€e IMPOBOJUIN KOHTPOJH TOMOI[U-
CTenHa, METUOHUHA, €)KEeJHEeBHBIN IepepacueT MmapeHTe-

Pucynox. KomnsrorepHaa tomorpadus opraHoB OpIONIHOM
IOJIOCTH U 3a0PIOUINHHOTO IIPOCTPAHCTBA C BBEIEHUEM KOH-
TPACTHOTO MpenapaTa Ha0aIaaeMoi MAMeHTKH.

a — HaTHUBHOe u3o0parkeHue, 60 — aprepuasbHas ¢asa, B —
BeHO3HAasA (pasa, T — sKCKpeTopHas (asa. CTPESKON OTMEUEHO
o0pasoBaHme YKUJAKOCTHON IJIOTHOCTH B obJsiactu xBocra ITHK,
He HAKaILIMBAIOI[ee KOHTPACTHBLIN IpenapaT HU B OJZHOU U3

(as; mepunaHKpeaTunyecKas KjieTuaTKa He NU3MEHEeHa.




paabHOro nmuranud. C yueToM HEOOXOAUMOCTU COOJIIOme-
HUe HUBKOOEJIKOBOM AUETHI IO OCHOBHOMY 3a00JieBaHUIO
9HEepreTUUecKas IOTPeOHOCTb MOKPHIBAIACH IO OOJIBIIEH
YaCcTH 34 CUeT KUPOBBIX SMYJIbCUN IJIsi MapeHTepasib-
HOT'O IUTAHUs, PACTBOPA TJIIOKO3bI. BejKoBbIe mapeHTe-
pajJIbHbIE CMeCHU BBOOAUJIMCh B MUHUMAJIBHO AOIIYCTHMOM
KoauuecTBe (13 pacuera He 6osee 10 MI/Kr MeTHOHWHA
B cyTKU). BrociencTBuu n00aBIe€HO SHTEpPAIbHOE IHUTA-
HUe CIIeIaJU3UPOBAHHON JeueOHOM cMechbio, He comep-
JKaleii MeTHUOHWH, BBOJUBIIENCA B €IOHAJBHBIN B30HI
uyepesd nepdysop. IlanmenTra HabGIIOLATACHE COBMECTHO C
remMaToJIOraMu, I[OJIydajia TepPanui0 aHTHUarperanTamu,
QHTUKOATYJSTHTAMHU C YYETOM BBICOKOI'0 PHCKA TpoMbo3a.
B mocromeparumonHoM mepuoze Ha (OHE IOCTEIIEHHOTO
paCIIVpeHns DHTEePAJbHON HArPY3KM W OTMEHBI AHTU-
CEKPETOPHOU Tepanuu OTMEUeHO O00pasoBaHWE OCYMKO-
BAHHOTO CKOILJIEHUA KUAKOCTU B OPIOITHOM IIOJIOCTH.
Ha 13-e cyTKu npoBefeHO IIOBTOPHOE OIlEPATUBHOE BMe-
IaTeJbCTBO: MO KOHTpoJsieM Y3V BBITIOJIHEHA MyHKITUA
CKOILIeHUS KUAKOCTU B obaactu xBocta 113K, momyueno
okos0 40 My remopparuueckoro comepsxmmoro. Takixe
o ma"HHBIM Y3U BBIABIEHBI CEITUPOBAHHOE CKOILIEHUE
JKUAKOCTH B O0JIACTH BEPXHEro IIOJIICA CEeJIe3eHKU U
JKUAKOCTh B KosmuecTBe 300 MJI B JIeBOM ILJI€BPaJILHOM
cunyce. IIpoBe/ieHa TYHKI[Ms reMaTOMbI BEDXHETO [TOJI0-
ca cejle3eHKU, IIOJyYeHa «CTapasg» KPOBb CO CryCTKa-
mu. BeinosiHeHa mieBpaIbHas IYHKIIUS CJIeBa, MOJYIeHO
oko0 300 MJI Cepo3HOr0o COAEeP:KUMOr0 C HeOGOJBIINM
KOJIMYECTBOM XJIOIbEB.

TlocneonepaMOHHBINA [MEPUOJ OPOTEKaJ TJalKo,
OCJIO’KHEHUI He OTMeuasoch. B majbHeiinieM peGeHOK
HaOmomajgcsa amOyaatopHo. IIpoBoamics KOHTPOJIb
VYPOBHA I'OMOIIMCTEMHA KPOBU: 3HAUYEHUA I'OMOI[MCTEHNHA
cocrasasaau ot 130 mo 193 mkmosab/n. HoBbix xaymob co
CTOPOHBI JKEJIYJOUHO-KUIIIEUHOTO TpaKTa y pebeHKa He
0TMEYaJsocCh.

3akjaouyeHue

B pmeTckoM BoO3pacTe IaHKPEATHUTHI BCTPEUAIOTCA
pexxo. Ilocie mckiroueHVMA Hanbosee YACTHIX HPUUYUH
HEe00XO0QUMO IIOMHUTH, YTO MTAHKPEATUT MOYKET OBIThH IIPO-
sABJeHUEM 3a00JIeBaHUA W3 IPYINbI HapyIlIeHui oOMeHa
BeIIeCTB, B T.4. Kjaccuueckout ['LIY (cm. Tabauiy) [9].

CoueTanme mMaHKpeaTHUTa C TAaKUMU CHUMIITOMaMH,
Kak Map(aHOIOJ00HbBINH (DEHOTUII, ITOJBBIBUX XPYCTAJIU-
Ka, KOCTHBIE aHOMAaJINV, HEBPOJIOTUYECKNE HADPYIIEeHUA,
UIIeMuYecKre NHCYJIbTHI M TPOMOO3bI B aHAMHe3€e Bcerja

Tabruua

Hacaencreennsie 601301 00MeHa,
COIIPOBOSKIAIOIINECS PA3BUTHEM MIAHKPEATHTa

HacaencreeHHbIe 001e3HN 00MeEHa,
COIIPOBOKIAIONINECT Pa3BUTHEM IIAHKPeaTnTa

3aboeBaHuA, CBA3AHHBIE C HAPYIIIeHUEM 00MeHa
JIUTIUAIOB:
e ceMelfHAA HEJOCTATOYHOCTD JUIIOIPOTENHINIA3HI
® HeJloCTaTOUHOCTH anosmmnonporenna C I1
e ceMelHAaA TUIIePTPUTIIUIIEPUAE MU I
U XUJIOMUKDPOHEMUSA
BosesHu HakomIeHUA IIINKOreHA (TJIMKOTEHO3BI)
OprannyecKue alugypun:
o JjieiinnHO3 (00JIe3HD C 3aIIaX0M KJIEHOBOTO
cupormna)
® HEeJJOCTATOYHOCTh 3-THUAPOKCU-3-METUITTyTaPUJI-
CoA nuassr
OcTpas nmepemesKarIascsa nopOupus
MuTroxoHApUaIbHBIE 3a00€BaHUA — HEJIOCTATOUHOCTH
NUPyBaTKUHA3BI
HMucturypusa
JInsunypruecKas HEIIEPEHOCUMOCTD OesIKa
Krnaccuueckass TOMOIIUCTUHYPUS

IOJI’KHO HACTOPAKMBATHh Bpaueil B OTHOIIEHUM KJac-
cuueckoir I'IlY. B ciayuyae pasButusa abmOMUHAJIHLHOTO
cuHIpOMAa y zmereii ¢ Kaaccuueckou 'Y, HapAny ¢ mpo-
BegenueM KT-anrmorpaduu njia ucKIIOUeHUA TPomMOO3a
Me3eHTepuaJbHbIX cocymoB [30], HEOOXOOUMBI M3Mepe-
HUe aMuaassbl u oneHka Gyuxnuu IIK qia guarnHocTuku
BO3MOJKHOT'0 IAHKPEATuTa.

Kpowme ToOro, peryinapHBIH MOHUTOPUHT (GDYHKIIUHN
II3K meo6xoamM BceM MaIleHTaM C YCTAHOBJIEHHBIM JUa-
rao3oM kJjaccudeckoil I'I1Y, ocobGeHHO HpPU BBICOKUX
SHAUYECHUAX I'OMOIMCTENHA, YBEJINUNBAIOIINUX PUCK TPOM-
6oob6pasoBanusd B T.4. B cocynax ITiK.
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