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TYSEPO3HUMK CKJEPO3:
BAXKJIUBICTH MEIUKO-TEHETUYHOT O KOHCYJIBTYBAHHS

Tybepozunit cknepos (TC) — reHeTHYHO JeTEPMIHOBaHE 3aXBOPIOBAHHS
3 rpymi ($aKkoMaTo3iB, B OCHOBI SKOTO JIEKHTh TeHETHYHO OOYMOBIEHHH
nedexT eMOpIOHANIBHOTO PO3BUTKY 3 (OpMYBaHHAM MyXJIMHOMOAIOHUX
PO3pOCTanb; XapaKTEPH3YETHCA HIHPOKUM CIMEKTPOM KILHIUBHUX NPOSBIB Ta
HOPOTPeCyOUnM nepebirom, NPU3BOANTH 10 CKOPOYEHHS KUTTA Ta iHBANIIN-
3auil namenTis, Yacrota cepea Hemoeaat — 1:6000-1:10000. 3axsoprosan-
Hs Brepine onucane @pigpixom ¢oH PekminrxaysesoM B 1862 p.; dpan-
my3pkuid HeBposor Desire-Magloire Bowrneville sampornonysas TepMmiH
«TyOepo3HHil CKNepo3» MpH ONHWCi NOpylleHb MO3KY, fKi BHUSBHB Ha
NMaToNOr0aHATOMIYHOMY PO3TUHI Tpyna 15-piyHoro naui€HTa, B aHamHesi
AKOro CNOCTEPITaIMCA EMUIENTHYHI Hamaau 3 MalioKOBOTO BIKY, pO3VMOBA
BIICTaNICTh T2 HEHTPAILHIN reMinapes.

Possutox TC Bu3HawaeThes pBoma redamu: 7SCI (xomye OuUIOK
raMapTuH, 3HaXOOUTbead Ha XpoMocoMmi 9q34) ta 7SC2 (xonye Oinox
TyOepuH, posTalioByeThess Ha 16pl3). Tlpm cnaakoBux BHMaakax
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3aXBOpIOBaHHsA 4acToTa MyTaiii renis 7SC/ ta 7SC2 craHoBuTh 50%
Ui KO)KHOro. B cnopaavuyHux BuUNaAkax 3aXBOPIOBaHHA i reHa 7S5C/
MyTauii Buseiesi y 10—15% nauieHris, a ans reHa 75C2 — B 70% Bunajaxis.
KniHigHi A0CHDKeHHd nokasamu, wo Myrauii B rewi 7SC/ xmiHiuHO
NpPOABIAIOTECS OUIBIL JIETKUM TIepebiroM 3aXBOPIOBAHHSA, a MPH MyTauil
TSC2 cumnromu Oinblr Baxkki Ta He niagaroThes Tepamii. Y 80%
€ HacuiAKkoM MyTauii de novo. CiMeliHi BUNaOKM YCNagKOBYIOTBCS 3a
ayTOCOMHO-AOMIHAHTHUM (A/]) TUnoM ycnaakyBaHHs.

Ho oOCHOBHHX JHiarHOCTHYHHX kpuTepliB TC, sxi 3anponoHoBani
Roach E.S. ta DiMario F.J. et al. B 1999 p., BigHocsTbed: 1) nepBUHAL
o3Haky (anriopibpomu obmuuus  abo ibposni OngwkH Ha  yomi),
HETpaBMAaTU4HI HABKOJIOHIITOBI  (HiGpOMH, TiMOMIrMEeHTOBaHI IIAMH
(6impIne TPHOX), MHOKMHHI TamMapTOMH CIiTKIBKH OKa, KOPKOBI TyGepcH,
cybeneHaMMaNnpH]l  BY3JIM, TIFAaHTOKJIITHHHA AacTpPOIMTOMa, pabioMioMu
cepud, NiMdaHTioOMiOMaTo3 JIereHb T2 MHOKHHHI aHTOMIOJIIMOMH HAPOK) Ta
2) BTOpHHHI O3HaKd (MHOXHHHI 3arnubieHHa B eMmali 3yO0iB, ramapro-
MaTO3HI peKTaAbHI TTOJNINH, MirpauiifHi TpakTu B 61Tl peYOBHHI rOOBHOTO
MO3KY, KICTKOBI KicTu, (i6poMHu sceH, ramMapToMH BHYTPHLUHIX OpTaHiB,
axpoMaTU4Ha AiJIIHKa CITKIBKM OKa, IIMOTIIMEHTOBaHI TAMU «KOH(ETTD»
Ha IOKIPI Ta MHOXHHH! KiCTH HUpoOK). bescymHuisumii niario3 TC BcTaHOB-
JIOEThCA NP BUSIBJICHH] Y NallieHTa OfiHieT a60 NMBOX MepBUHHNX 03HAK + IBi
BTOPUHH! O3HAaKH; MOXIVBUH — OfHa TepBHHAHA O3HakatoAHa BTOPHUHHA
03Haka; HWMoBipHUN — abo oAHa TepBHHHA O3Haka abo aBi (ta Ginbie)
BTOPHHHI O3HaKH.

Buzingrore 4 KniHIYHUX (QOPMH: KJIACHYHY, NCHUXOHEBPOJOTIUHY,
wikipHy Ta nikBopHy. Knacuuna dopMa xapaktepusyerses Tpianoio doxra
(cynoMH, po3yMoBa BIACTalliCTh, aJleHOMa canbHuX 3anmo3 [Ipinrma). Jdebior
3aXBOPIOBAHHS BIAHOCATE A0 2-5 POKY JKUTTA 3 CYNOMHHX Hamamis,
BIACTABAHHSA B ICHXOMOTOPHOMY PO3BHTKY, SIKi € HACNIAKOM raMapToM
rOJIOBHOTO MO3KY.

J1arHo3 rpyHTyeTbcs Ha TNIACTaBi AIaTHOCTHYHHX KpUTEpIiB 3axBo-
POBAHHSA (TIEPBUHHI Ta BTOPHHHI O3HAKH). TIATBEPIHKYETHCA MOJIEKYIAPHO-
TEHETUIHUM AHA3OM.

[Tporuos mpu TC HecnpusTausmii 1 B SiNbIIOCT]I BUTANKIB 3AJ1€XKUTE BI
BAXKOCTI YPaKCHHs BHYTPIIUHIX OPraHiB, — TpH BaxKiik Qopmi
3axpoproBatinsg 30% namieHTis He HOKHBAE 1o S5 pokis; Ging 70% nomupae
10 MITITKOBOTO BIKY.

JIikyBaHHS CUMIITOMAaTHYHE Ta BKITIOYAE: aHTHKOHBYJIBCAHTH, HEHMpPOTCH-
XOJIOTIYHY peabiniTalito i XipypriyHe JiKyBaHHA,
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Jo nikaps TeHETHKA 3BEPHYNAcad po/uHa 3 1,5-piuHUM XIIOMYHKOM, KU
nepebyBae NI CIIOCTEPEKEHHIAM HEBPOJIONiB 3 MPUBOAY CHMITOMATHYHOL
enmiencii, yactux noniMopguux Hamanis. Cxapru 6arTbKiB Ha HAasBHICThH
y AUTUHH JENirMEHTOBAHUX [UISM, Hamaay eMiNenTUYHOTO XapaKTepy,
npoGiieM 3 rOAyBaHHSM, 3aTPUMKY B MOTOPHOMY Ta B MOBHOMY DO3BHUTKY.
JyTuna BiA NepiIol BarITHOCTY, ska nepebirana 6e3 ocobauBocTeit. TTonoru
I B 39 TIK LWIXOM IUCapchbKOro po3THHY. Maca Tina npu HapoIKeHHI —
3350 r, nosxuHa — 52 cM, ouinka 3a Anrap- 8/8 6anis. 3akpHuan Biapa3sy.
Ha apyroMy Mmicsimi skuTT4 3 aButacs 611 oisiMu Ha Tii; 3 10 Mic — cyomu
y BUIIAGI iHQAHTUABHEX CIIa3MiB, TPHBAMICTIO A0 2 XBWIMH, 15-20 pa3siB
nocnins. MaTH nnanye HacTyNHY BariTHICTE.

CiMmeriHMil aHaMHe3 110 JIIHII MaTepl He OOTSKEeHHWH, Mo JiHIT 6aThka —
HeBITOMUIf; M Mo MiHil Oareka MOMep uepe3 3MOBXKWBAHHA alIKOTONEM.
AneprojioriyHuii aHaMHe3z 0e3 ocoOnupocTel. OO0 €KTHBHO: Ha MMIKipi
CIIHULL Ta Tyny0a — MHOXHHHI WIUTEHL MaToBO-6ini Makynu o 0,6 cM Ta
IemrMeHToBaHl TUIIMH. JIMTHHa KoMIIekcHO ofOctekena: Y3 opradis
qepeBHOI MOPOXHUHM (TpaBa HUpKa — 63x25, miBa HUpKa — 72x27,
napenxiMa — 89 mMm, KMI 36epexena, MC ne posmwmnpena. [Tomipre
30inbUIeHHA TIparoi aom nedinku); MPT ronosHoro mosky (MPT-kapTuna
MAapaBEeHTPUKYNIPHUX, KOPTUKAJNBHUX Ta CYOKOPTHKaNbHUX BOTHUIIEBUX
3MIH TOJOBHOFO MO3KY 3 MNOOJAMHOKUMH BOTHUWIAMU TJIi03Y Ta NMATONOriy-
HUMW BOTHUILAMY NATEPATBHUX CTIHOK O1MHUX UUIYHOUKIB, XapakTepHa Jid
Tybepo3Horo ckneposy); JAHK-miarHocthka (mytamis c¢.5238 5255del
(p.His1746_Argl751del) reny 7SC2).

Pomuni HapaHi pexkomesgamii IMOAO TOHAJBIIOTO  CIIOCTEPEKECHHS
3a JUTHHOW Ta, 3 YpaxyBaHHAM TOro, Wo y OarTekiB AaHol MyTauil
He BUABIICHO, TIOPAAH MO0 MMNAaHyBaHHs HACTYITHUX BariTHOCTEN.

Takum yuHOM, TYOEpO3HUNl CKIEPO3 € CHAlKOBUM 3aXBOPIOBAHHSIM
3 TpyNd HeHpOeKTOAepMAaIbHMX AUCIIA3id 3 MpOrpeflicHTHUM nepebirom,
IO BAMArac MYyNbTHOAWCUUIUIIHAPHOTO JIIKAPCBKOTO  CHOCTEPEIKEHHS.
BukopHcTaHHA CyYyacHHX METONIB CEKBEHYBAHHS AO3BOJISE iXCHTU(IKYBATH
MaTOTEHHY MYTalUilo, HiATBEPAWTH KIIHIUHUH Aiardos, MPOBECTH MEIHKO-
réHeTUYHEe KOHCYJLTYBAaHHA B pOAWHI 3 BU3HAYEHHSM PH3NKY IOZO
HAaCTYHUX cUOCIB Ta CNTAHYBATH HACTYTIHY BariTHICTh.
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DEPENDENCE OF THE SEVERE OF ACUTE PANCREATITIS
ON LABORATORY INDICATORS

Acute pancreatitis is an acute inflammatory condition associated with the
activation of pancreatic proenzymes and varying degrees of damage to
adjacent tissues and distant organs. The mortality rate in acute pancreatitis
varies in the range of 4.5-15%, in destructive forms it reaches 24—-60%,
in infected pancreatic necrosis — 85%, and in the fulminant course — 100%.
Desptte the wide arsenal of surgical techniques and implementations new
treatments, mortality after surgery is 70-86% and does not tend to decrease.
Choosing the right tactics for treatment and prevention of complications is
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