[TanmenTka cTpamana peaKuM 3JI0Ka9eCTBEHHBIM HOBOOOpPA30BaHUEM, OBLIO BBITTOTHE-
HO KOMILJIEKCHOE pa/IuKaJIbHOE JICUEHHUE, 3a MEePHO HAOMIONEHUs JAHHBIX 33 IPOrPecCUpo-
BaHue He ObUT0. HO M3-3a HU3KOM MPUBEPKEHHOCTHU K JICUCHHUIO (MPOIILIa HE TIOTHBIA KypC
Jy4eBOM Teparnuu), JTUCHaHCEpPHOMY HAONIOEHHIO, 3a00JIeBaHUE BBIABIECHO B TEPMUHAIb-
HOM CTaJIMM U MPUBEJIO K CMEPTHU MalMeHTKU. Ha cTanimoHapHOM 3Tarne JaHHBIX 32 METacTa3
aJIbBEOJISIPHON pabloOMHOCAPKOMBI B JIEBBIM JKEITyI0UEK CepJilla HE BBISABIECHO, HO OKa3aJcs
CITy4ailHOM HaXOAKOM MpU NPOBEACHUU CyAeOHOM MEIUIIMHCKOMN 3KCIIEPTU3BI.

3aknrwuenue

JlaHHBIM KITMHUYECKUH cydail MOATBEPKIaeT HEOOXOAUMOCTh OHKOHACTOPOKEHEHHO-
CTH, Y Bpaueil IepBUYHOTO 3B€HA, BTOPUUHON MpoUIaKTUKH pereansa 3adoneBanus. C yue-
TOM aHaMHe3a 3a00JIeBaHHUS U ONMMCAHHBIMU CIIy4asiMH METacTa3MpPOBAHUS Il YTOUHEHUS
nuarHosa 6buta nokaszana YI1 ODXOKI, Bentpukynorpadus. s neueHus nokasana ycTaHOB-
Ka KapAuoBepTepa-nehudpmiisaTopa, Xupypruueckoe sedenue. Ho ¢ ygerom nosasero o0-
paleHus, He TPaHCTIOPTA0ETLHOCTH MAMEHTKH TaHHBIC BUIbI 00CIIEIOBAaHUS U JICUCHUS HE
IIPEICTABISUINCH BO3MOXKHBIMU. JIaHHBIN CiTydail ABIsSETCS PEJKUM, CIIOKHBIM KIMHUYECKUM
U TMarHOCTHUYECKHUM CIIy4YaeM.
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OCTPOE ITOYEYHOE MOBPEXKJAEHUE
IIPU 3ABOJIEBAHUSAX IIEYEHHA

Beeoenue

Octpoe noueunoe nospexaenue (OIIII) sBusercs pacnpocTpaHeHHBIM, TPOrHOCTH-
YECKHU HeOJIaronpusiTHBIM OCJIOKHEHHEM JIEeKOMIIEHCHPOBaHHOTO nupposa neuenu (LI1) u
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ACCOLIMUPYETCS CO 3HAYMTENbHBIMU 3aTpaTaMH CUCTEMBI 3[paBOOXPAHEHHS Ha OKa3aHHE Me-
nunrHcko oMoty mamuerTam [ 1]. OIII Bo3aukaet y 19-50% rocnuranu3upoBaHHBIX Ta-
[IMEHTOB C IIUPPO30M U SIBIIACTCSI HE3ABUCHUMBIM MPEAUKTOPOM TOCIIUTAIBHON JIETaTLHOCTH.
Kak u apyrue 3aboneBanus ¢ nonucucreMHoi oprannoit aucpynkuueit, L{IT ¢ O xapak-
TEePU3YETCsl HEOIArOMPUsITHBIM ITPOTHO30M: CMEPTHOCTH IMAIIMEHTOB C IIMPPO30M U HATMIUEM
3-ii craguu OIIII coctaBisieT O0oitee 60% B Teuenue 3 mecsieB, a 0oiree 80% maneHToB B Te-
yeHue 3 MecsIeB TpeOyIoT MMPOBEACHHS 3aMECTUTEIPHON MOYeUHOM Tepanuu [2]. BaxxHocTh
CBOEBpEeMEHHOU U paHHel nuarHoctuku tura Ol oOGycinoBneHa pa3Hoi TAKTUKOM BEICHHS
MAlMEeHTOB B 3aBUCUMOCTHU OT THIA MOBpeXAeHUsA. Hampumep, manuenTam ¢ npepeHaIbHbIM
TUIIOM TpeOyeTcs Ha3HaYeHHE I1a3M03aMeIaloINX PACTBOPOB, OTMEHA JUYPETHKOB, U MIPU
MPaBUIILHO BRIOPAHHON TAKTHUKE TaKHUE MAIMEHTHI UMEIOT 00paTUMOE TEUCHHE TTATOJIOTHH T10-
YeK U, COOTBETCTBEHHO, XOpolInii mporHos. ['enaropenansusiii cunpom (I'PC) gacto numeer
MEPCUCTUPYIOLIEE TeUEHUE, HEOIAaronpUATHBIN MPOTHO3, HO IO HACTOSIIETO BPEMEHU SIBIISI-
€TCSl TUArHO30M HCKIIFOUCHHUS, JJIsl BepU(UKAIIMH KOTOPOTO MCIOJb3YeTCsS BBDKUIATECIIbHAS
TaKTHKa 48 4acoB, UTO MPUBOJIUT K OoJiee MO3IHEMY Ha3HAUEHUIO OCHOBHOTO JICUEHUS — Ba-
30kOHCTPHUKTOPOB [1]. C nensio quddepennnansuoit auarnoctuxku ['PC u octporo TyOyssip-
Horo Hekpo3a (OTH) usywarorcst u npennaraiorcs HOBbIE OMOMapKepbl MOBPEXACHUS IO-
yek: nuctatud C, JIMIMOKaIWH, aCCOIMUPOBAHHBIN C KeJlaTHHA301 HEUTPO(HMIIOB, MoOJEeKyia
MOBPEXKACHUS MOYEK- 1, KJIacTepuH, HETPUH-1, TKaHEBOI UHTMOUTOP METAIJIONPOTENHA3bI-2
u npyrue [1, 3]. Luronorudeckuii METOA MCCIENOBAHUS KJIETOYHOTO OCAJKAa MOYH MOXKET
HECTH JOTIOTHUTEIIbHYIO JUATHOCTUYECKYI0 HH(POPMAITHUIO U MOXKET OBITh PEKOMEHIOBAH st
nuarHoctuku OIIII u ero Tuma y maruenTos ¢ LIIT [1].

Ilenw

[TpoBecTu peTpOCIEKTUBHBIN aHAN3 UCTOPUI OOJIE3HU TOCTTUTAIN3UPOBAHHBIX MMAIIH-
€HTOB C LUPPO30M IE€YEHHU, HEMTOCPEACTBEHHON MPUUYNHON CMEPTH KOTOPBIX SBUJICS IEaTo-
PEHAJIBHBIN CUHAPOM [0 pe3ysbTaraM MaToJIOr0AHATOMUYECKOTO BCKPBITHSL.

Mamepuansl u memoovt uccie0o08anus

[IpoBeneH aHanM3 MPOTOKOJIOB MATOJIOTOAHATOMUYECKOTO BCKPBITHS MAIIUEHTOB C ITUP-
pO30M IeYeHU Ha 0asze MaTojorOaHaTOMUYECKOTO OTaeNieHus oOmier matoioruu NeS5 ['Y3
«l'omenbekoe 00JIaCTHOE KIMHUYECKOE MaTOJI0r0aHaTOMHYECKOe OFOPO», KOTOPhIE HAaXOH-
JIUCh Ha CTallMOHAPHOM JieueHUH B Y3 «l oMenbckasi ropojickast KiimHu4deckast 0ombHuIa Ne3»
3a mepuon stHBapb 2022 — uronb 2023 roasl. M3ydeHsl 1aHHbBIE KIMHUYECKUX, JJA0OPaTOPHBIX,
WHCTPYMEHTAIBHBIX, MUKPOOHOJIOTUYECKOTO, ITUTOIOTUYECKOTO METO/IOB MCCIICOBAHUS T1a-
MeHToB. MccnenoBanne Mouu Ha MUKPOQIIOPY ¥ UyBCTBUTEILHOCTh K aHTHOAKTEPUATTLHBIM
JIEKapCTBEHHBIM CPEJICTBAM MPOBOIMUIIOCH C WCIOJIb30BAHUEM CTAaHIAPTHBIX METOIAMK MU-
KpOOHMOJIOTHYECKOTO HccieaoBanus Ha 6a3e Y3 «[oMenbckuiit 0071aCTHOM IEHTP TUTHEHBI U
sanuaeMuooruny. LluTonornyeckoe uccie0BaHNE KIETOYHOTO OCaJKa MOYH MPOBOIUIOCH
Ha 0a3e yupexacHus «l oMenbckuii 001acTHOM KIIMHUYECKUN OHKOJIOTHYECKHUH TUCTTAaHCED.
Huarno3 LI1 ycranaBnuBancs Ha OCHOBAHMM MaKpO-MUKPOMOP(OIOTrMUYECKUX MPHU3HAKOB
C YYETOM KJIMHUYECKUX AaHHBIX. Kputepusmu BritoueHus sBisuiich auaruos LI, Bozpact
18 ner u crapue. CratucTuyeckas 00padboTKa JaHHBIX MPOBOAMIIACH C UCTIOIb30BAHUEM I1a-
KeTa CTaTUCTUYECKHUX Mporpamm «Statisticay, 13.2.

Pezynomamul uccnedoeanus u ux oocyrcoenue

B uccnenoBanue BriodeHo 15 mamuentos, u3 Hux 10 (66,7%) — myxuus, 5 (33,3%) —
xeHiuH. CpenHuit Bo3pact — 52,8 netr. HecomHeHHO, BCe NAllMEHThl UMENN JEKOMIIEHCHPO-
BaHHY!0 craauto LI, BelpaskeHHYIO cTeneHb nopranbHOi runepreHsuu. Y 15 (100%) Bbi-
sBieH acuut, y 13 (86,7%) — Bapuko3nsie BeHsl nuuieBoaa. Y 2 (13,3%) nanueHnToB ObLIO
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JIMarHOCTUPOBAHO BapUKO3HOE KpoBoTeueHHe (1 - M3 BApUKO3HBIX BEH MUMIEBONA, | — U3 Ba-
PHUKO3HBIX BEH NpsAMOM KUIKH), Y 1 (6,7%) nanuenta — HeBapuKo3Hoe kpoBoTtedeHue. CroH-
TaHHBIM OaKTepHabHBIN MEPUTOHUT ycTaHoBieH y 3 (20%) mauuentos ¢ I'PC. Yposens 06-
1Iero OMIMpyOHHA y HCCIeyeMOM TPYIIbI MalueHTOB cocTaBui oT 36,0 1o 648,0 MKkMOb/1T
(cpennee 3HaueHue — 246,7 mxmounb/n), npu 3toM y 6 (40%) 3TOT mokazaTelsib MpeBbIIIa
200 mxmonb/n. KpearnnuH kpoBu yBenuuuBaics B npenenax 108-893 mkmons/n. ¥V 11 na-
[IMCHTOB BO BPEeMsI TOCIUTAIN3AINHN JAATHOCTHPOBAaHA MH(EKIMS MOUYEBBIBOISIINX ITyTEH
(MMBII). V 8 nmanueHToB NpOBEIECHO IUTOJIOIMUECKOE UCCIIEIOBaHNE KJIETOYHOIO OCajKa
Mouu (1al. 1).

Ta6nnua 1 - P C3YJIbTATbl HUTOJIOTHUYCCKOI'O HMCCICAOBAHHA KIICTOYHOI'O OCaaka MOYU

Y NallkCHTOB € UPPO30M IMCUYCHU

ITokazarenb KonmngecTtBo Habmonenuni (n=8)
YpoTemnuii MOBepXHOCTHBIX CIIOEB 3 (37,5%)
VYporenuii riyOOKHX ClIOEB 6 (75%)
IToueunsrit snuTeNMit 7 (87,5%)

CnenyeT OTMCTUTDH, YTO HAJIMYUC YPOTCIUA FJ'IY6OKI/IX CJIOEB U IIOYCYHOI'O JIIMTECIIUA B
KJIETOYHOM OCaJKe MOYM HaOmomanock y OompmuHcTBa namuentos ¢ LI, y koTopbix Bro-
caencteuu pazsuics ['PC.

Makpockonuueckoe onrcanue mouek npu Ol He Bcerna siBisieTcss ”HPOPMATHBHBIM
B OTJIMYHE OT MHUKPOCKOITMYECKOTO HcciaeoBaHus (Tad. 2).

Tabmunma 2 — Pe3ymbraThl MHKPOCKONHMYECKOTO HWCCIAEAOBAHMS TIOYEK Yy TAIMEHTOB

C IIUPPO30M TICUCHU

KonuuecTBo HabmroneHUM

IToxasarens
(n=15)
3epHUCTast AUCTPODUS SIUTEIHSI N3BUTHIX KAHAJIBIIECB 4 (26,7%)
benkoBast qucTpodus SMUTENNs KaHAIIBIIEB OT YMEPEHHOI 710 TSHKENOH CTENeHU 10 (66,7%)

Tsoxenas III/ICTpOd)I/IH OIUTCIINA KaHAJIBIEB IMOYCK 10 KaPTUHBI HCKPOTHYCCKOIO ] (53 3 0/)
0
b

He(dpoza

[Tpu umppose neyernn u I'PC 3epHucTas IucTpodusi SMUTENNS U3BUTHIX KaHAJBLIEB,
KOTOpasi sBJsIETCsI OoJiee TOOPOKAYECTBEHHOW U 00paTtuMoii (hOpMOii, BCTpEUaeTCsl PEaKo B
OTINYMU OT OENKOBOH TUCTPO(UHU SMHUTENHS KAHAIBIEB M TSHKEIOTO MOBPEXKIACHUS TKAHH
MOYEK — HEKPOTUYECKOTO Hedpo3sa.

Buieoowi:

1. V nmanueHToB ¢ HUPPO30M MEUEHU U OCTPHIM MOBPEKIECHUEM MOYEK Hanbosee ya-
CTOM KOMOPOUTHOM MaTOJIOTHEH SIBISICTCST MH(MEKITHS MOUYEBBIBOASIINX Ty TEH.

2. Hanuuue ypotenus m1yOOKUX CIOE€B M MOYEYHOTO SMUTENUs B KIETOYHOM OCAIKe
MOYHM sIBIIAE€TCS nIpeaukTopoM pazsutus OIIIl y manueHToB ¢ UuppOo30M MEUEHHU.

3. YV OonbLIMHCTBA YMEPIIUX IMAlMEHTOB C LUPPO30M IEUEHHU U TeNaToOpeHaTbHBIM
CHUHPOMOM TPU MUKPOCKOITUYECKOM UCCIIEOBAHNHU MOYEK BBISBICHBI O€JIKOBast TUCTPOus
snUTenus KaHaibles (66,7%) u Hekporuyeckut Hedpo3 (53,3%).
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OLOEHKA CAPKOIIEHUYECKOI'O CHHAPOMA
Y TAIIMEHTOB C CAXAPHBIM JUBETOM C YYHETOM
KOMITIO3NIINOHHOT'O COCTABA TEJIA

Beeoenue

B3aumocss3b capkonennueckoro cunapoma (CIIC) u caxapuoro auadera (CJl) Heco-
MHeHHa. CornacHo pexkoMmennanusim, EBponerickoit rpymnmsl no uzydenuto CII (EWGSOP
2018r) CIIC npencrapmusier co00i CHU)KEHHE HE TOJIBKO MbIeuHoi Macchl (MM), HO U MbI-
meynoit cuinbl (MC), a Taxke mpimedHol GyHkimn (M®). OxupeHne sBIsieTcs OIHON H3
orsiromatommx (axropos kak CJI, tak u CIIC Hapsiny ¢ HeaJeKBaTHBIM MUTAHUEM, OTCYT-
CTBHEM (PM3UUECKUX HArpy30K, OCTEIbHBIM PEKUMOM, BO3PACTHBIMU TOPMOHAJIBHBIMH U3-
menenusmi [1, 2, 3]. Msyuenne CIIC y manuentoB ¢ CII u pakToOpoB, aCCONUUPYIOMIUXCS C
HUM Ba)KHO JIJIsl COXpPAHEHUS KauecTBa >kU3HU nauueHTos ¢ CJI.

Heno
Onenutb ocodernnoctu nposieneHus: CIIC y manuentoB ¢ CJI ¢ yueToM KOMITO3UITMOH-
HOTO COCTaBa TeJa.

Mamepuansl u memoowt ucciedo8anus

B uccnenosanue Bxiroueno 87 marueHtoB ¢ CI (29 myxuun — 33% u 58 xeHuwmH —
67%) HaxoOAUIMXCS HA CTAllMOHAPHOM JIEYEHHWU B HHJIOKPUHOJIOIMYECKOM OTACICHUU
'Y «PecnyOmMKkaHCKOTO HAyYHO-TIPAKTUYECKOTO IEHTpa pPaJUAIMOHHON MEIUIIUHBI U
AKOJIOTUU YEIOBEK). Cpennuit Bo3pacT mareHToB coctaBuia 41,59+11,84 rox u crax
CH 12,51+6,39 ner. CoracHO JIUTEPATYpPHBIM JIaHHBIM, U3BECTHO, YTO CYIIECTBYET MpsAMas
3aBUCUMOCTH MEX1y KOMIO3UIIMOHHBIM cocTaBoB Tena u CIIC [4,5]. C yuérom 3TOro Hamu
Obu1a MpoBeeHa CTpaTH(UKALUS MALMEHTOB Ha 2 TPYMIIBL: mepBas rpynmna (n=45) oKpyx-
HocTh Tasuu (OT) coctaBuna menee 80 cM 11 KEHIIMH U MeHee 94 cM 171 My>KYMH U BTO-
pas rpynna (n=42) ¢ OT npeBbllIaONIeil JaHHbBIE LIENEBbIE TAPAMETPHI C yueToM moia. Bee
MaIMeHTH! TOANMCcAI HHPOPMUPOBAHHOE COTIIaCHE Ha y4acTHe B HccienoBannu. Kpurepun
BKJIFOYEHMSI: BO3PACT MaLMEHTOB crapie 18 sier ¢ yctaHoBiaeHHbIM AuarHo3zoM CJI. B uccne-
JIOBaHME HE BKJIIOUEHBI AI[UEHTHI C TAPE30M HMKHUX KOHEUHOCTEHN MIIM TEMUIIapEe30M BCIIE-

63



