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HNPEANCIOBUE
FOREWORD

OBPALLEHUE NMABHOI0o PEOQAKTOPA K YHATATEJ1IAM BECEHHEIO HOMEPA
«BAUKAJIbCKOIoO MEANLUMNHCKOIO XXYPHAJIA»

ManosB U.B.

MESSAGE OF THE EDITOR-IN-CHIEF TO THE READERS OF THE SPRING ISSUE
OF THE BAIKAL MEDICAL JOURNAL

Malov I.V.

VBaxaemble unTaTean «bailkaabCKOro MEIMIIMHCKOTO XypHasias!

IIpencraBnsem BaieMy BHUMaHMIO BECEHHMI BBHIMTYCK «baiikalbCKOro MEIUIIMHCKOTO XypHasla», B KO-
TOPOM MbI COOpajiu caMble MHTEPECHbIE HaAyYHbIE MaTepUabl.

B pasnene opurmHajibHbBIX CTaTeil MOXHO O3HAKOMUTBLCS C TpylaMu McCCienoBaTeseil, MOCBIIIEHHbIX Jie-
YEeHUIO auadbeTrdeckoil crombl. ABTopel B.A. beno6oponoB u A.Il. ®ponoB ¢ kadeapsl odIeil Xupypruu
®I'BOY BO «MpKyTCKMit rocymapCcTBEHHBI MEAULIMHCKMUIT yHUBepcuTeT»> Mun3sapaBa Poccun (MpkyTck)
B pabote «MylbTUAMCUUIUIMHAPHBIN MOAX0A K JUATHOCTUKE M JIEYEHUIO MH(PEKIIMOHHBIX OCJIOXXKHEHUIA CUH-
JipoMa J1MabeTUYeCKOU CTOMbI» IPUBOIASIT JaHHbIE PETPOCIIEKTUBHOTO aHayM3a 151 ucropun 0071€3HU NallMEH -
TOB C CUHAPOMOM JIMAa0ETUUYECKOI CTOIbl. ABTOpaMU J0Ka3aHO, YTO UMEHHO MYJIbTUAUCUUIIIMHAPHBIN MO~
XO/JI TI03BOJISIET COXPAHUTh Y OOJIBIIMHCTBA MALMEHTOB OMOPHYIO (PYHKIIMIO KOHEUHOCTA U CHU3UThH KOJUYEe-
CTBO BBICOKMX aMITyTallMil y MAllMEHTOB C CUHIAPOMOM JMA0ETUYECKON CTOIIbI.

ABtopHbI cTathbu «OlLIeHKA pe3yJIbTaTOB PEBU3UMOHHOTO SHIOIPOTE3MPOBAHUS Ta300€APEHHOTO U KOJIEH-
HOTO CyCcTaBOB Iipu nepunpoTesHoii nHpexkunm» A.Jl. Kameka, A.H. I'pumnyk u C.H. Jleonosa uz ®I'bHY
«ApKyTCKMIA HAyYHBIN LIEHTP XUPYPruu U TpaBMmaTosiorun» (MpKyTCK) naayd McUYEpIbIBAIOLLYIO OLIEHKY 3(h-
(PeKTUBHOCTU OJHOITAITHOTO M ABYX3TAITHOTO PEBU3UMOHHOIO 3HIONPOTE3UPOBAHUS Ta300€IPEHHOr0 U KO-
JIEHHOTO CYCTaBOB B JIOCTUXXKEHUU KyNMPOBaHUs nepurpore3Hoil nHdexkuuu. [lokazaHo, 4TO IpUMEHEHUE pe-
BM3MOHHOIO SHIOMNPOTE3UPOBAHMS [TO3BOJIMIO KyIUPOBaTh MH(MEKIMOHHbIIA Ipolecc Y 64,1 % mauueHTOB.

B opuruHanbHO# cTaTbe «MeTOa0I0TUSI CO3MaHMS UHAUBUIYAJIbHOW MOJEIU 3J0POBbs UEIOBEKa C MC-
IM0JIb30BAaHUEM MCKYCCTBEHHOTo MHTe/ieKTa» aBTopoB H.A. Crenanenko, H.M. Kosnosoii u B.W. IlaBio-
Ba u3 ®I'bOY BO «MpKyTCKUil rocynapCTBEHHbII MEIULIMHCKUIT YHUBepcuTeT» Munaapasa Poccun (Mp-
KyTcK) 1 T'AY3 r. MockBbl «MOCKOBCKMIA HAYYHO-TIPAKTUYECKUI LEHTP MEAUIIMHCKON peadminTalum, Boc-
CTaHOBUTEJIILHOU U criopTuBHOU MeauuMHbl uMeHu C.M. Criacokykoukoro JlemaprameHTa 31paBoOXpaHEeHUs
ropojga Mocksbl» (MocKBa) paccMaTpMBAETCS HOBbBIM B3IJIsI HA UHAWBUIYAJIbHYIO MOJENb 310POBbs. ABTO-
pbI TIpeUIaraloT Npu pa3paboTkKe TaKUX MOJEEN UCIOAb30BaTh UCKYCCTBEHHBI MHTE/UIEKT, UTO 3HAYUTEb-
HO TIOBBICUT 3(p(HEeKTUBHOCTb CUCTEMBI IePCOHU(MULIMPOBAHHON MEIULIMHBEL.

MHoro BHUMaHH1s B BECEHHEM BBIITYCKE YAEJIeHO KIMHUYECKUM cilydyasiM. B cratbe «Peakuii ciydail 00-
TYpPallMOHHOW KMIIEYHOU HENMPOXOAUMOCTH: TOHKO-TOJCTOKUIIIEYHAs! WHBAarMHalusl y B3pOCJIOro» aBTOPbI
B.A. Beno6oponos u M.A. Koxesuuko u3z ®I'bOY BO «MpkyTckuii rocyaapcTBeHHbIN MEIULIMHCKU YHU -
BepcuteT» MuH3zapaBa Poccuu (MpKyTcK) MpeacTaBuid MaTepuasibl 10 MHBarMHallMKM TOHKOTO KMUILIEYHU-
Ka. OTMEUeHO, UTO Y B3POCJIbIX MALMEHTOB MHBATMHALIMS HAOII0JaeTCs KpailHe pelKo, U Takas HeTUITMYHas
KapTUHa MpPeaCTaBisieT TPYAHOCTb /Il JMarHOCTUKU. B 3TOM cilydyae BbIOOp BEPHOM XUPYpruyeckoil TakTu-
KU JOJDKEH IOMOJHUTEbHO BKJIIOUATh JMArHOCTUYECKYIO JIAMapOCKOIIUIO.

B crarne FO.H. brikoBa, FO.H. Bacunnesa, T.H. 3arso3kunoii, 1.B. Auukunoii, T.A. Tapacosoii, C.B. Ba-
cunbkoBoi, FO.C. ITnexanosoii u3 ®I'bOY BO «MpKyTcKuii rocyqapcTBeHHBIA MeIULIMHCKUIA YHUBEPCUTET»
Munzapasa Poccun (Mpkytcek) «KnnmHuueckuii ciayvaii 6osiesnu Kyrennbepra — Benannepa (CiMHaJIbHON Mbl-
mieyHoit atpocduu 111 Tna)» neMoHCTpUpyeTCs peaKuil ciaydyaid Mo3aHei TMarHOCTUKU CITMHAIbHO-MBbIIIEY -
HOI atpoduu y B3pociioro namueHTa. ITokazaHo, yto auddepeHunaibHas IMarHoCTUKa HEPBHO-MBbILLIEUHBIX
3a00JIeBaHU 1OCTATOYHO CJI0XHA U He MOXeT ob0oiTuchk 6e3 JIHK-auarHoctTuky HacaeacTBEHHOTO AedeKTa.

B cratbe «OCOOEHHOCTH MMATHOCTUKM M BeNeHUS MalMeHTKU ¢ cuHApoMoM Ppenepuka (KIMHUIECKOE
HabmoneHue)» aBTopoB T.B. I'ombr u A.B. bpasuc nz ®I'bOY BO «MpKyTcKuii rocynapCTBeHHBIM MEIUITAH -
ckMii yHUBepcuteT» MunznpaBa Poccun (MpKyTcK) NpeacTaBieHO KJIMHUYECKOEe HaOJIoJeHWe MalUueHTKU

[Mpeoncnosre
Foreword
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77 neT ¢ BHepBble TMAarHOCTUPOBAHHBIM cuHIpoMoM Ppenepuka. [lokazaHo, YTO MPUIMHON Pa3BUTUS CHUH-
npoma Ppeneprka SBUIOCH MPOrpecCUpoBaHMe 3a00JIEeBaHNI KJIACCUYECKOTO METabOIMIECKOTO CUHIpOMA
(uiremuyeckoil 60J€3HM ceplla, apTepUaIbHON TMIEPTEH3MM, caxapHOro Auabdera 2-ro TUIA U OKUPEHUST).
B cBs3u ¢ 3TUM Y KOMOPOUIHBIX MALIMEHTOB MOXUJIOTO U CTApUECKOro Bo3pacta ¢ METab0IMYeCKMM CUHIPO-
MOM MOXKHO TIPEIIOJOXUTh pa3Butre cuHapoma Ppenepuka.

CoBmecTHast ctaThsl «KiMHUUYecKunit citydail BpoxXa€HHOTO runotupeosa» aBTopoB E.A. Tkauyk, B.B. Ed-
pemosoii, B.A. TaunueBoit n3 ®I'bOY BO «MpKyTcKuii rocyiapCTBEHHBIM MEIVMLIMHCKUN YHUBEPCUTET»
MunzapaBa Poccuu (Mpkyrtcek), FO.C. JluBagaposoii, F0.B. Muxencoune, T.FO. Hopodeenoii, E.I'. Ocunosoit
u3 OT'AY3 «I'oponckasi UBaHo-MaTpéHUMHCKas AeTcKas KiMHudeckast oonbHuua» (Mpkyrek) u JI.M. bapbi-
koBoii u3 I'bY3 «Mpkyrckasa opaeHa «3Hak [lTouy€ta» obaacTHas kauHu4ecKass 0ojabHMLa» (MpKyTCcK) moka-
3bIBA€T, YTO JJIs1 JYYLIEro MOHUMAaHUS STUOMNATOreHETUYECKUMX MEXaHU3MOB (POPMUPOBAHUS BPOXIEHHOTO
TUIIOTUPEO3a TPEOYETCS aHAJIU3 FreHeTUUYecKuX AedekToB, BoisiBieHHbIX ipy JIHK-auarHoctuke.

Paznen nexkuuii npeacrasieH nyoavkauuein «HacnencrBeHHble 3a00eBaHUs, MPOTEKAIOIIUE C MTOpaxe-
HUeM nedyeHu (Jieknus)», aBTopoB E.A. Tkauyk, M.2K. Cemunckuoro uz ®I'bOY BO «Mpkyrckuii rocynap-
CTBEHHBII MeAUUMHCKUI yHUBepcuTteT» MunsapaBa Poccun (Mpkyrck). OHa mocBsilieHa JMarHOCTUKE Ia-
TOJIOTMM TI€YEHUs HACJIEACTBEHHOIrO reHes3a. B jieKluy omnucaHbl HACIE€ACTBEHHbIE CUHAPOMbI MEYEHOUHBIX
HapylIeHUM, TPUBOAUTCSI AMAarHOCTUYECKOE 3HAYEHUE COUETAHUS OTAEIbHBIX CUHIPOMAJIbHBIX TTPOSIBJICHUIA,
paccMaTpuBalOTCsl MATOTEHETUUYECKUE acIleKThl HACIEACTBEHHbBIX OOJIE3HEN MEUYEHU.

Mpbl XejlaeM yMTaTesIsIM HallleTo >KypHaja MCITOJIb30BaTh MOJYYeHHYI0 MH(pOpMaL1Io A1 paboThl B 00J1a-
CTU TIPAKTUYECKOTO 3IpaBOOXpaHeHMs!

Ansa yntuposaHusa: Manos 1.B. O6palleHre rmaBHOro pegakropa K YutatenisiMm BeCeHHero Homepa «baikans-
CKOro MefuLMHCKOro >XypHana». bankanbckuin meguuuHckun xxypHan. 2024; 3(1): 9-10. doi: 10.57256/2949-
0715-2023-3-1-9-10

For citation: Malov 1.V. Message to the readers of the spring issue of the Baikal Medical Journal. Baikal Medi-
cal Journal. 2024; 3(1): 9-10. doi: 10.57256/2949-0715-2023-3-1-9-10
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MYNbTUANCLUUMIIMHAPHbBIA NOAX0A K AUArHOCTUKE U NIEYEHUIO
MHPEKUMOHHBbIX OCJNTOXKHEHU CUHAOPOMA AUABETUHECKOW CTOIbI

Beno6opopos B.A., ®ponos A.lN.

Orb0OY BO «MpKyTCcKuii rocyaapCTBeHHbIN MeQUUMHCKMIA yHuBepcnuteT» MuHsgpasa Poccun (664003, r. VIpkyTCK,
yn. KpacHoro BoccTanus, 1, Poccus)

PE3IOME

BeepgeHune. CuvHOpoMm OnabeTnHecKom CTOmMbl — 3TO OAHO U3 TSHKENbIX OCIOXHEHWA caxapHoro avabeta. [JaHHoe
COYeTaHVe NaToNorM4eCKX NPOLIECCOB, MPOUCXOOSALLVX B CTOME, MHOYLIMPYETCS 1 yCyrybnsaeTcs caxapHbiM OuabeToM.
Hanbonee 4acto cUHAPOM AMABETUHECKOWN CTOMbI ABASETCA CNEACTBUEM aHrMonaTum, HeBponaTum, octeonatuy;
Pa3BMBaOTCA MHPEKLIMOHHO-A3BEHHBIE MOPAXKEHNH, MPUBOASALLME K aMMNyTaLmm KOHEYHOCTN.

Lienb uccnepgosaHus. OUeHUTb pe3ynsTaThbl ANarHOCTUKY U NIEHEHNST CUHAPOMA AMabETUHECKON CTOMbI C YHETOM
BHEOPEHUS MyNETUAVCLMMIMHAPHOIO NoaXO4a.

MaTtepuanbl u Mmetogbl. [1poBeaEH PETPOCNEKTUBHBIM aHann3 151 nctopun 601e3HEN NAaLMEHTOB, Y KOTOPbIX Ava-
rHOCTUPOBAH CUHOPOM AMabeTnHeckom cTorbl. My>k4ymH 66110 87 (57,6 %), XKeHLLWH — 64 (42,4 %); cpeqHuii BO3pacT
coctaBun 63,6 + 1,0 roga. Y 6onslumMHCTBa nauneHToB (139 (92,1 %)) avarHOCTUpPOBaH caxapHbIvi AMabeT 2-ro Tmna.
Pesynsratel. MynstTMOMCUNNAMHAPHBIN NOAXOM K AMArHOCTUKE U NNEYEHWIO CUHAPOMA AMabeTUHeCcKon CTOMbl OCTU-
rancs yCunuamm KomaHapl CheumanncToB, COCTOSLLEN U3 XMpypra, TepanesTa, 3HOOKPWHOMoMR U aHrmoxmpypra.
CpeoHun ypoBeHb rmvkemun y obcnenyembiX naumeHToB Obi Bbille HOPMbl U cocTaBun 10,6 + 0,4 Mmonb/n.
Y 111 13 HUX KOPPEKLMA YreBOAHOrO OBMeHa OCYLLIECTBAANACH VHCYIMHAMM, B OCTaSTbHbIX HADMKOOEHUAX — TaBNeTUPO-
BaHHbIMU CaxapOoCHKaOLLMMK NpernapaTtamMn. Bcem naupeHTam NpoBoann NeveHvie, HanpaeneHHoe Ha yCTpaHeHne
OCHOBHbIX 3BEHBEB MaToreHe3a CUHAPOMa AnabeTn4eckor CTorbl. MeCTHOe KOHCEPBAaTUBHOE NeYeHe NpoBeaeHO
B 66 HabntoaeHWsX, onepatneHoe — B 85. BoMbLUMHCTBO onepatyBHbIX BMeLLaTenscts (40-47 %) cocTaBuiv Masble
onepauum (C CoxpaHeHnemM onopHOM MyHKLN Horn), y 20 (23,5 %) naumeHTOoB BbINOMHEHBI OnepauUmmn Ha apTepusix,
y 19 (22,4 %) — BbICOKME amMnyTaLmK (Bbille rONeHOCTOMNHOro cycTara), y 6 (7,1 %) — BCKpbITUe ONerMoHb! CTOMbI.
CpeaHas NponomKNTENBHOCTb fledeHns 60MbHBIX CaxapHbIM AMabeToOM C CUHOPOMOM AMabeTUHECKOM CTOmMbI COCTa-
Buna 17,1 + 0,6 gH4.

3akntodeHne. Y nauneHToB C CUHOPOMOM OMabETUHECKOM CTOMbl AMArHOCTUPOBAHbI BblPaXKEHHbIE HAPYLLIEHUS
YIMEeBOAHOro 06MeHa C Ha4MeM aHrmonatim, HeBponaTun. MynsTuanCUMMAMHaPHBIN NOAXOM B ANArHOCTUKE U leve-
HUM CUHOPOMA ANabEeTUHECKOM CTOMbl MO3BOSISET BbIABUTH OCHOBHbIE 3BEHbS MaToreHesa 1 Ha 6a3e UMEKOLLXCS
NPOTOKOJOB MHAVBUAYANN3UPOBATL NleHeHne. ITO CNOCOBCTBYET COXPaHEHMIO Y OOSbLLMHCTBA NaLMEHTOB ONOPHON
PYHKLMN KOHEYHOCTU, CHUXKEHWIO KOMMHYECTBA BbICOKUX aMmyTaLui.

Knro4deBbie cnoBa: caxapHbiv uabeT, CUHODOM AmMabeTrn4ecKkor CTOrMb!, aHrVomnaTys, repupeprdeckas HeBponaTus,
apTponarus, AuabeTnyHeckasl A36a

Ons yntuposaHus: Benobopogos B.A., ®ponos A.l1. MynsTMAMCUMNANHAPHBIN NOAX0A K ANArHOCTUKE 1 neYve-
HUIO MHAPEKLMNOHHBIX OCNIOXKHEHUI CUHAPOMA AMabeTUHECKON CTOMbI. barikaibCKui MeauLMHCKu xypHas. 2024;
3(1): 11-19. doi: 10.57256/2949-0715-2024-3-1-11-19
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MULTIDISCIPLINARY APPROACH TO THE DIAGNOSIS AND TREATMENT
OF INFECTIOUS COMPLICATIONS OF DIABETIC FOOT SYNDROME

Beloborodov V.A., Frolov A.P.
Irkutsk State Medical University (664003, Irkutsk, Krasnogo Vosstaniya str., 1, Russian Federation)

ABSTRACT

Introduction. Diabetic foot syndrome is one of the severe complications of diabetes mellitus. This combination
of pathological processes occurring in the foot is induced and aggravated by diabetes mellitus. Most often, diabetic foot
syndrome is a consequence of angiopathy, neuropathy, osteopathy; it may be accompanied by infectious and ulcera-
tive lesions, leading to amputation of the extremity.

The aim of the study. To assess the results of diagnosis and treatment of diabetic foot syndrome, following the intro-
duction of a multidisciplinary approach.

Materials and methods. A retrospective analysis of 151 medical records of patients diagnosed with diabetic foot
syndrome was carried out. There were 87 (57.6 %) men and 64 (42.4 %) women; the mean age was 63.6 = 1.0 years.
The most of patients (139 (92.1 %)) were diagnosed with type 2 diabetes mellitus.

Results. A multidisciplinary approach to the diagnosis and treatment of diabetic foot syndrome was achieved through
the efforts of a team of specialists consisting of a surgeon, general practitioner, endocrinologist and vascular surgeon.
The average glycemic level in the examined patients was higher than normal and amounted to 10.6 + 0.4 mmol/l. In 111
of patients, the correction of carbohydrate metabolism was carried out with insulin, in the remaining observations —
with tableted hypoglycemic drugs. All patients received treatment aimed at eliminating the main links in the pathogenesis
of diabetic foot syndrome. Local conservative treatment was carried out in 66 cases, surgical treatment — in 85 cases.
The majority of surgical interventions (40-47 %) were minor surgeries (preserving the supporting function of the leg),
in 20 (23.5 %) patients surgeries were performed on the arteries, in 19 (22.4%) — high amputations (above the ankle
joint), in 6 (7.1 %) — opening of foot phlegmon. The average duration of treatment for diabetic patients with diabetic
foot syndrome was 17.1 + 0.6 days.

Conclusion. Patients with diabetic foot syndrome were diagnosed with severe disorders of carbohydrate metabolism
with the presence of angiopathy and neuropathy. A multidisciplinary approach to the diagnosis and treatment of diabetic
foot syndrome makes it possible to identify the main links in pathogenesis and, based on existing protocols, to per-
sonalize the treatment. This makes it possible to preserve the supporting function of the extremity in most patients
and to reduce the number of high amputations.

Key words: diabetes mellitus, diabetic foot syndrome, angiopathy, perioheral neuropathy, arthropathy, diabetic ulcer

For citation: Beloborodov V.A., Frolov A.P. Multidisciplinary approach to the diagnosis and treat-
ment of infectious complications of diabetic foot syndrome. Baikal Medical Journal. 2024; 3(1): 11-19.
doi: 10.57256/2949-0715-2024-3-1-11-19
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BBEJEHWUE

Caxapnblit nuadet (CII) — HauboJee pacopocTpa-
HEHHOE 3HJOKPUHHOE 3a00JieBaHME YeJOBEKa C IO-
CTOSIHHOM TeHIEHLIMEH YBEJIMYEHUST KOIMYECTBA 00JIb-
HbIX B mupe. B Hacrosiuee Bpemss CJI MOxHO pac-
cmatpuBaTh Kak snuaemuto XXI Beka. CJI ctan pas-
BUBATbhCS B cTpaHax, rae oH 30 jeT Ha3ad ObUI peaKo-
CThb1O, a cerogHs Kurait u MHaus TMaupyoT 10 YUCTy
moaeit, crpagatowux CJI. Ctpansl bivkHero Boctoka
n THUXooKeaHCKME OCTPOBa UMEIOT CaMylO0 BBICOKYIO
pacmnpoctpanéHHocTb CJI [1]. Ilo cymmapHOii onieH-
ke, B 2021 r. Bo BcéM mupe CI crpamanu 537 MiIH
yesioBeK B Bo3pacte 20—79 net (10,5 % HaceneHust),
U OXXMAAETCSI, YTO YKUCIO 00bHBIX K 2030 I. BO3pacTéT
10 643 yvtH, a x 2045 r. — 1o 783 muH (12,2 %) [2].
Bce a10 BeneT K neperpy3ke CucTeMbl 3ApaBoOOXpaHe-
HUS B pa3lMYHBIX cTaHaxX Mupa [3], co3maéT orpomM-
HO€ SKOHOMMYECKOE OpeMsi, pacxoabl Ha OJHOIO Ia-
LIMEHTA pacTyT 0oJjiee BLICOKMMM TeMITaMU, YEM pac-
npoctpanéHHOCTb CJI, u B cpenHeM B 2,3 pa3a BHIILE,
yeMm y naumeHToB 0e3 CI [2, 4].

C yBenuueHuem uuciaa 6oabHbIx C/ oxummaemo
YBEJMUYMBAETCS KOJIMUYECTBO €ro OCJOXHEHWU, of-
HUM U3 KOTOPBIX SIBJISIETCS CUHAPOM AUa0EeTUUECKON
cronbl (CIC). CIC — 3T0 COBOKYIIHOCTb I1aTOJIO-
TMYECKUX MPOLECCOB B CTOIE, KOTOPHIE BbI3bIBAIOT-
ca win ycyryossiorcsa CJ. JlnaGeT mopaxaeT MHO-
JKECTBO OpPraHOB U CHUCTEM, YTO MPUBOAMUT K 3Ha-
YUTEJIbHOW JeTalbHOCTU. [lauMeHThl paccMaTpuBa-
10T CJI 0OMHOCTOPOHHE, KaK MOBbIIIEHNE YPOBHS ca-
Xapa B KPOBU U YXYIILIEHUE OOIIEro CaMO4YyBCTBUS,
u He paccmarpuBaioT CJI Kak IPUYMHY MOPaxKeHUS
MHOXECTBA CUCTEM OpPraHoM. OTO MPUBOIUT K TOMY,
YTO HACeJIEeHWE CTaHOBUTCS MCKIIIOUUTEIBbHO YSI3BU-
MbIM K 3200JIeBaHUSIM MeprudepruyecKuX apTepuii, re-
pudepruyecKruM HEBPOTIATUSIM, OCTEOIATUSIM, OCTEO-
Mopo3aM, MaToJOrMYecKuM IepesioMmaM, HeBpoIaTumn
[ITapko, s13Bam, MHMEKLMIM, aMITyTauusaM. Tak, cpe-
I B3pocbix nauueHToB ¢ CI mpoao/KUTEIbHOCTBIO
9—11 neT oTMevaeTcs CEeHCOpHas HeBpoIaTtust y 29—
56 %, a 3abojieBaHMs IepUdepUIECKUX apTepuili —
y 13,536 % [5]. B 2005 r. npumepHo 592 000 marm-
eHToB ¢ CJI nmepeHecad aMIIyTallll0 HUKHUX KOHEY-
Hocteil, y 60 % 13 HUX ObUIM BBIITOJHEHBI BbICOKUE
amnyraunu, K 2050 r. X KOJIMYECTBO yaBOUTCH [6].

OoHUM U3 caMbIX TSDKEIBIX BapUaHTOB TEUYCHUS
CIC saBnsieTcss obpa3oBaHue $I3B. SI3BBI SIBIISIIOTCS
OJHYM U3 KJIIOUEBBIX (haKTOPOB, CIIOCOOCTBYIOLIMX
MH(PULMPOBAHUIO U TIOoTepe KoHeuHoctei [7]. Uto-
Obl 00ecneynuTh 3(PPEeKTUBHYIO OLIEHKY, JEeYEeHUE OC-
JIOKHEHUI U MPOBeAeHUE MPOPUIAKTUIECKUX MEPO-
OpUATUN, YPE3BbIYAMHO BaXXKHO OIPEACINUTDH IPUIU-
Hy s13BooOpazoBaHusl. [IprunHbI 11a0EeTUYECKOI SI3BbI
CcTOmnbl MHOro(akTopHbIe: nepudepudeckast CeHCop-
Hasl HeBponaTus, 0MOMeXaHWYeCKME aHOMaJIUU CTO-
bl ¥ TOJEHOCTOMHOIO CyCTaBa, BHEIIHWE TPaBMBbl,
MUKPO- U MaKpoaHruonatuu. SI3Bbl Ha cTomne OObIY-
HO BO3HUKAIOT B MECTaX YMEPEHHOTO WJU BbICOKOTO
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JIaBJICHUSI Ha CTOMY U CABUTAIOIIMX YCWJIUIA, BO3HU-
KalolIMX B pe3yJibTaTe MoBTOpstoimnxcs Tpasm. M3-3a
CEHCOPHOU HEeBPOIAaTUM MAlMEHThl YaCTO HE paclo3-
HAlOT HAJIMUKeE SI3Bbl HA CTOIE. YYaCTKU aHOMaJbHO-
ro IaBJI€HMS U CIIBUTa 4acTO CBSI3aHbI ¢ aedopMalu-
SIMU CTOITbl, TAKUMHU KaK MOJIOTKOOOpa3HbI€ Majblibl,
BajibrycHasi aecdopMmalusi CTOIIbl, PUTUAHBINA M3rud
crombl, ctona Ilapko [7—9].

3a mocnenHue ASCITWIETUS. ObLIM pa3paboTaHbl
U BHEJIPEHbI MEXAYHAPOIHbIE PEKOMEHIAIUU, & TaK-
XKe nporpamMmbl 110 jeyeHuto CIC. PazpaboTaHbl UH-
HOBALIMOHHbIE TEXHOJOTUM IS JIeUeHUSI U Tpodu-
naktuku CC, Takue KaK: MOHUTOPUHI TeMIIepaTyphl
B JJOMAIIIHUX YCJIOBUSX; JIEUEHUE PaH OTpULIATEIbHBIM
JIaBJIEHUEM; TUTIEPCIIEKTPATIbHAs BU3yTU3aALIMST; MECT-
HBII KUCIOPO/; ClieliMalibHbIE TTOBSI3KMU (aTpaBMaTH-
YeCKUeE, reieBble, KOJUIOUIHBIE, albIMHATHbIE), Mpe-
rnaparbl HA OCHOBE CTBOJIOBBIX KJIETOK. ClienyeT oT™Me-
TUTb TOCTUXEHMSI B 00JIACTU COCYIUCTOU XUPYPTUMU,
0COOEHHO PHI0BACKYJISIPHBIX BMEILIATEJILCTB, KOTOPHIE
TaK>Ke€ BHECJIM OTPOMHBI BKJIAJ1 B YJIYYILIEHUE PE3Yib-
TaTOB U CHUXXEHUE XUPYpruueckux puckosn. ITosBu-
JINCh HOBBIE TMOJXOAbI K JIEYEHUIO HEBPOAPTPOIIATUHU
[MTapko. Yay4yliuanuch pe3yabTaThl JEUEHUSI CEHCOP-
Holi HeBpormaTtuu [10, 11].

HecMoTps Ha mnosiBJieHHWE€ HOBBIX TE€XHOJOTUM
u npotokojioB jeueHuss CHC, mpobiemMbl JeYeHUs
MH(PEKLMOHHBIX OCJIOKHEHUI OCTAIOTCSI KpaliHe aK-
TyaJIbHBIMU, UTO MOATBEPXKIAET OOJIbIIIOE KOJUUYECTBO
€XEroJIHO BBINTOJHSIEMbIX aMITyTallU.

LLESIb NCCJIEAOBAHUA

IIpoBecTn aHanM3 AMArHOCTUKU W JICYCHUST WH-
(hbeKLIMOHHBIX OCJIOXHEHUI CUHAPOMA I11a0eTUYeCKOM
CTOTIBI C YYETOM MYJIbTUAMCHMILIMHAPHOTO TTOAXO01a
1 KCIIOJIb30BaHUSI COBPEMEHHBIX TEXHOJIOTHI y Ta-
LIMEHTOB, HAXOISIIIMXCS Ha JICYEHUU B XUPyprude-
CKOM CTalloHape.

MATEPUWAJIbI U METO[bI

JIu3aiiH ¥ yJaCTHMKHU MCCJIeIOBAHUS

Ha 6a3e oTneneHus: THOMHOM XUPYPIrUU POBEAEHO
PETPOCIIEKTUBHOE HUCCaea0oBaHue ¢ yyactuem 151 ma-
muenta ¢ CAC. B uccienyemyio rpyImiy ObUIM BKJIIO-
YeHBI TTAIIMEHTHI pa3IMYHOrO moJjia 1 Bo3pacta. Cpen-
HUIT Bo3pacT coctaBmia 63,6 = 1,3 roga. B uccienye-
MOJ TpyIIIe npeodaganu MyxuruHbl — 87 (57,6 %),
JKEHIIMH, COOTBETCTBEHHO, ObLT0 64 (42,4 %). bomb-
mmHcTBO nanueHToB ¢ CIAC nmenn CJI 2-ro Tuna —
139 (92,1 %), CI 1-ro Tuma oTMedajucsi peako —
B 12 (7,9 %) ciyuasx.

Onicanne MeIUIIMHCKOTO BMEMIATEIbCTBA
Huarnoctuka kimHudeckux ¢opm CIHC ocyiect-
BJISIJIaCh HA OCHOBE KJIMHUKO-MHCTPYMEHTAILHOTO 00-
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clienoBaHus. JluarHocTuka q1uadeTUUYeCKOM HeBpoIla-
TUM TIPOBOIMJIACH MYTEM OMpPeNeIeHUST TaKTUIbLHOM
(tect Semmes — Weinstein), TemrepaTypHOil U BU-
OpallMOHHOM (C MCIIOJIb30BAHMEM KaMepTOHA) YyB-
CTBUTEILHOCTH, OTIPEACIISIIICS CYXOXKWIBHBIN pediiekc
C axwuioBa cyxoxuiaus. JImabernueckas aHTHoOIA-
THSI IUarHOCTUPOBAIaCh HA OCHOBAHUU KIIMHUYECKUX
MIPOSIBIACHUI UILIeMUHU (TIepeMEKaIOLIEeCsl XpPOMOTHI),
Jornruieporpaduu ¢ onpeaeseHueM JOIbDKEUHO-TIIe -
YeBOT0 MHJEKCA, MyJIbTUCTIMPATbHON KOMITBIOTEPHO-
Tomorpaguueckoil aruorpauu, LBETHOIO AYILIEKC-
HOTO YJIbTPa3BYKOBOTO CKaHUPOBaHUs. BuIisgBaeHue
nuabetudeckoil ocreoaprponatuu (cromnl Ilapko)
OCHOBBIBAJIOCHh Ha OLIEHKE KJIMHUYECKON CMMIITOMA-
TUKM U peHTTeHOrpachuu CTOIBI, Ha KOTOPOM Hepem-
KO BBISIBJISUICSI KaJbLIMHO3 apTepuii — AMArHOCTUYE-
CKUI TIpM3HAK aHruomnatuu. JlmarHoctuka uMHGpeEK-
IIMOHHBIX OCJIOXXHEHUI 0a3upoBajach MpPexIe Bce-
ro Ha OCHOBE aHaMHe3a M KJIMHUYECKO CMMIITOMa-
TUKU. JJabopaTopHbIE 1 MHCTPYMEHTAIbHbBIE METOIbI
HCCIIeIOBAaHMSI HOCHIIM BCIIOMOTATEIbHBIN XapakTep.

Ucxonpl uccnenopanus

B xome ucciaenoBaHus U3y4eHBI CIEAYIOIINE TaH-
Hble: 1) moi; 2) Bo3pacT malueHToB; 3) jabopaTop-
Hble MoKa3aTeau nepudepudeckoir Kposu; 4) Jio-
KaJau3alys MopakeHusT apTepuil HIKHUX KOHEUHO-
creit; 5) cragus CHC no kinaccupukauuu F. Wagner
(1981); 6) MpPOIOIKUTEIBHOCTb (POPMUPOBAHUS IIPU -
3HAKOB MH(MEKIIMOHHOIO mpoliecca; 7) BUAbLI XUPYP-
ruyeckux nocoobuii npu CAC; 8) npoaomKuTeIbHOCTh
MpeObIBaHMS MTAllMEHTOB B CTAallMOHApE.

CraTucTHYeCKMil aHATH3 JAHHBIX

HemnpepbiBHBIE TepeMeHHBIE TpPeACTaBICHBI
B BuAe cpenHux 3HayeHuit (M) M UMX cTaHIAPTHBIX
otkinoHeHuit (SD), KaTeropuaabHbie IIePEMEHHbIE —
B BUJE UX KOJMUYECTBa (1) U 4aCTOThI BCTPEUAEMOCTU
(%). CratucTiueckyio o0paboTKy JTaHHbBIX IPOBOIIN
C MOMOIIBIO TIPOrpaMMHBIX obOecrieueHuit Microsoft
Excel 2016 (Microsoft Corp., CIIIA) u SPSS 22.0
(IBM Corp., CILIIA).

PE3YJIbTATbl NCCJIEAOBAHUA

Bcem manmentam ¢ CJAC, mOCTYNMUBIIMM B XU-
pypruyeckoe OTAeeHUe CTaloHapa, IPOBOAUIIOCH
KOMILIEKCHOe obOcienoBaHue u jedeHue. C 3Toit 1ie-
JIbIO CO3/IaBajlach MYJBTUINCLUMIIMHAPHAS KOMaHaa
B COCTaBe Jieyalllero Bpaya — XUpypra, aHTMOXUpyp-
ra, TeparneBTa U SHIOKPUHOJIOTa, KOTOPbIE COBMECTHO
OIpeaeIsIA MHAUBUAYATbHYIO KOHIUEIIINIO JICUSHUS.
Taxxe 1o IMOKa3aHUSIM B KOMaHIy MOI BKJIIOUATh-
Cs1 HEBPOJIOT. 3ajayaMu XUpypra ObUIM JUarHOCTUKA
xXapakTepa UH(PEKIIMOHHBIX OCJIOXKHEHUI, TIpeaBapy-
TeJIbHAs OLIEHKA COCTOSIHUS MepudepuuecKoro KpoBo-
0o0pallleHNsI, BbISIBJICHUE HAJTUYMS apTPOIIaTUU, OLICH-
Ka CEHCOPHOI HEBPONATUU U HEMOCPEACTBEHHOE Jie-

YeHUE THOMHBIX OCJIOXKHEHUIA. AHTMOXUPYPT OLEHU-
BaJl XapaKTep HapylIeHUs TepudepruIecKoro KpoBo-
oOpallleHusI, OMpeaeisii BO3MOXHOCTb BBITIOJTHEHUS
PEKOHCTPYKTUBHO-BOCCTAHOBUTEJILHBIX OIEpaIinit
Ha apTepusIX ¥ OCYIIECTBIISUT UX, BKITIOYAs SHIOBACKY-
JISIpHBIE BMEILIATEILCTBA C TIPUBICUEHUEM aHTMOPEHT-
TFeHOJIOrOB. 3ajauaMy TeparneBTa ObLIM AMarHOCTUKA
U JIeUeHME COITyTCTBYIOLIel matoyiorur. OCHOBHOMI
3amavyeil SHIOKPUHOJIOTA SIBJISUIACh KOPPEKIIUS yIyie-
BOIHOro ooMeHa. B ciyyae, eciiu mocraBjieHHasl 3a-
JaJa CIelMaJrcTOM Oblia pellleHa Ha JOTOCIIUTAb-
HOM B3Tare, TO B MYJbTUAUCIUIUIMHAPHYIO KOMaH-
oy oH He Bkiouaics. 131 (86,8 %) mamument ¢ CJC
3a MepUOoJ FOCIIUTATIN3ALUK ObLT TPOKOHCYIBTUPOBAH
BpayoM-TepaneBToM, 129 (85,4 %) — sHIOKPHUHOJIO-
roM, 122 (80,8 %) — anruoxupyprom, 5 (3,3 %) — He-
BpoJioroM. Y GosbiinHcTBa manueHTos (140 (92,7 %))
MMAaTHOCTUPOBAHBI Pa3JIMIHbIC TTPOSIBICHUST MeTab0-
JINYECKOTO CUHAPOMA: apTepraabHas TUTIePTEH3US —
y 129 (85,4 %), oxupenue —y 28 (18,5 %), uiiemu-
yeckas OosesHb cepaua —y 106 (70,2 %).

Ha ocHoBaHuUM NpOBEAEHHBIX MCCIEIOBaAHUM
OIpEIe/ISUTMCH XapaKTep OMepaTUBHOTIO JIEYEHUS, CPO-
KU €T0 MPOBEACHNSI, METOIBI KOPPEKIINHU YTIEBOTHOTO
oOMeHa U yCTpaHeHUs NUCHYHKILMUKI OpraHoB.

B xone mepBuuHOro obcienoBaHMsI OBLIO ycTa-
HOBJIEHO, YTO CPEIHMI YPOBEHb TJIIOKO3bl KPOBU
y 151 mamuenra coctaBuia 10,6 £ 0,4 MMOJIb/J1, DK~
KUPOBaHHBIM reMoriiobun — 8,9 £ 0,2 % npu Leje-
BoM 7,6 £ 0,2 %. Jlo NOCTYIUIEHUS B CTALUOHAP KOP-
pekuus yriaeBogHoro oomenay 111 (73,5 %) marueH-
TOB IIPOBOAMJIACH C IOMOILbIO 0a3aJbHO-00JI0CHOK
CXeMBbI MHCYIMHOTepanuu. Jloza MHCYIMHA KOPOTKOTO
nerictBus cocrasisuia 24,11 = 0,50 Ex, npomi€éHHO-
ro — 27,16 £ 1,26 Ex. 10 (6,6 %) maLueHTOB IOJYy-
YaJM TOJbKO MHCYJIMH KOPOTKOTO JECTBUS B Cpel-
Heit mo3e 20,82 * 3,43 En. TabGiaeTupoBaHHBIE caxa-
pocHIKamliue npenapartsl noaydanu 23 (15,2 %) na-
nueHToB ¢ CII 2-ro tuna, 10 u3 HUX — B cOYEeTaHUU
C OpOMJIEHHBIM MHCyIuHOM. 7 mauueHToB ¢ CHC
JIO MOCTYILJIEHUS B CTallMOHAP HE TOJydaind caxapoc-
HIKAIOIIYIO TEPaIuio.

BoisBienue aucyHKIMIT OpraHoOB U CUCTEM 0Oa-
3UPOBAJIOCH Ha JJAOOPATOPHBIX UCCIEIOBAHUSIX KPOBU
1 MOYM, UHCTPYMEHTAIbHBIX MeTonax. OneHka hyHK-
MU KeJTyTOYHO-KUIIIEYHOTO TpaKTa BBIMOJHSIIACH
MIpY YIBTPA3BYKOBOM MCCJIEIOBAHUMN OPIOIIHOM MOJI0-
CTH, JOBIXaTeJIbHON CHUCTEMbI — TIPM PEHTTeHOorpahumn
JIETKUX, CEPACUHO-COCYAUCTOM CUCTEMBI — Ha U3Mepe-
HUU apTepraIbHOTO NaBJIEHMS U JIEKTPOKapAuorpa-
¢uu. IIpoBenéHHbIe 1a00pATOPHBIC UCCICAOBAHUS 10~
KazaTeseil KpOBU BBISIBUIM YMEPEHHBIN JIEHKOLUTO3;
JIPYTUX CYLIECTBEHHBIX MU3MEHEHUII B KPOBU HE BBI-
siBJIeHO (Tabu1. 1). MHCTpyMeHTalIbHBIE UCCIeI0BAHMS
He BBISIBWJIA KPUTUYHBIX TUCHYHKIINN OPTaHOB U CH-
CTEM, UTO He TTOTPeOOBAJIO X CIIEINATBLHOTO JICUESHMSI.

JJ1s1 yTouHeHMs XxapakTepa UH(PEKIMOHHOTIO I1opa-
JKEHUs CTOIIBI, BBISIBJICHUST OCTEOAPTPOTIATUN U KaJlb-
LIMHO3a aprepuil (cuHapoM MeHkebOepra) 89 manu-
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eHTaM Oblla BbIMOJHEHA pEeHTreHorpadus CTOIMbI.
W3 Hux y 64 nauyeHToB ObLI BbISIBJIEH KAJIBLIMHO3 ap-
Tepuit, y 34 — npu3Haku OCTEOMUENUTA, Y 3 — Mepu-
OCTUT. YJIbTpa3ByKoOBasl JOIIUieporpadus BbITIOJIHE-
Ha 32 nauueHTam, y 13 U3 HUX BbISIBJI€HbI TPU3HAKU
KJIBLIMHO3a apTepuil.

B nocnenyroniem, 1ocjie NepBUUYHOIO OCMOTpa
1 HAYaTOro KOHCEPBATUBHOTO JIEUEHUSI, TIPY HATMYUK
MOKa3aHWI B TeueHue 3 JHEU BBIMOIHSIIM apTepuorpa-
(ui0 11 BBISIBIEHUS BO3MOXHOCTU MPOBEIEHUST pe-
KOHCTPYKTHMBHOI OIepaliiy Ha apTepusiX HUKHUX KO-
HEYHOCTEU C LIEJbI0 COXpAHEHUSI UX OMOPHON (PyHK-
. Apreprorpacdus Obuia BbITIOJHEHA Y 54 TaliMeH-
TOB. I3 HUX B 44 HaOMI0AEHUSIX BbISIBJIEHO OKKIIIO3U-
OHHOE NopaxkeHue 00JIbIIEOEPLIOBOI apTeprn, KOTOPOE
yalle BCEro COYETAIOCh CO CTEHO30M M OKKJTIO3UEN ap-
TEpUI Ha CTOIIE U CO CTEHO30M U OKKJIIO3UEH TTOBEPX-
HOCTHOI OenpeHHol apTepuu. CTeH03 00blIebepLIo-
BOI apTepuu BCTpevascsl penko (5 ciiyyaeB), Kak v Mo-
pakeHUe MarucTpajbHbIX apTepuit (4 ciydas).

ITpu koMrmuieKCHOM oOcienoBaHuu y 151 manu-
eHTa ¢ CJIC Ha OCHOBaHMHU YJbTPa3ByKOBOI'O UCCJIe-
JIOBaHUSI U JOMNIUIEPOMETPUM apTepuil, aHTHOIpa-
¢uu Bo Bcex HabOMOAeHUSIX Oblla BbisgBIeHA Auabe-
TUYECKasl aHruomnaTus. B mopapisioliemM yucie Ha-
omoaeHuii (133) oHa HocuJla COYETAaHHbIN XapakTep
(coyeTaHME MMKPOAHTUOMNATUM C MAKPOAHTUOIATH-
eil). MukpoaHruonatus Obula oTMedyeHa y 13 manu-

€HTOB, MaKpoaHruomnaTtus — y 5. JluarHocTuka guabe-
TUYECKOI HEBPOIaTUM OCHOBBIBAJIACH HA BBISIBJICHUU
CHUKEHMS 00J1€BOI Y TAKTUJIbHOM UyBCTBUTEIbHOCTU
B crornax. HesponaTus BoisiBiieHa B 140 HaboneHUSIX
y MallMeHTOB, UMEIOIIMX aHruonaTuto. ¥ 11 mauueH-
TOB C aHTUOMNATHE MPU3HAKOB HEBPOMATUU HE BbISIB-
JieHo. Kpome Toro, Ha OCHOBaHMM peHTreHorpaduu
cron y 30 maiuMeHTOB BBISIBJIEHA OCTeOoapTpoMaTus.
ITpu gonoaHuUTENLHOM OOCIeI0BaHUM Y 27 TallMeH-
TOB OOHapyXeHa HedpomnaTusi, y 6 — peTHHONATHsI.

Ha ocHOBaHMM KJIMHUYECKOTO OCMOTpA BCEM Ia-
LIMEeHTaM Obljla ompeesieHa CTaaus MOPAXKEHUS CTOI
MHGpEKIMOHHBIM TIpouieccoM 1o F. Wagner (1981).
Pexe Bcero 6oJibHbIE 0OpalAIMCh B XUPYPIUUECKOE
otaesieHue ¢ 0-il creneHblo 3aboseBaHus (8 ciyya-
€B), OCHOBHBIMU MPOSIBJIEHUSIMU KOTOPOI ObUIM poxka
U HesoauT. ITauueHTsl ¢ 1-1 ctanueii (MOBEPXHOCT-
Hble SI3BE€HHbIE Ne(eKThl) U 2-i cTaaueil (riydokue
SI3BeHHbIE Ae(MEKTbl MITKUX TKaHE) roCIUTAIU3U-
poBasiuch B 1,5—2 pa3za vamie (19 u 11 ciayyaeB coot-
BEeTCTBEHHO). [TanineHToB ¢ 3-ii ctanueit 3aboeBaHUs
(rmy0Ookas s13Ba, MPOHUKAIOIIAS 10 KOCTHBIX CTPYK-
Typ) ObUIO OoJiblle, yeM ¢ 0—2-i craagusimu (38 ciy-
yaeB). Camoii yacToil NMPUYMHOK TOCIUTATU3ALUU
nauueHToB ¢ CIIC Obu1a 4-g crangus 3a00JieBaHUST —
pa3BUTHE OrPaHMYCHHOM TaHIPEHBI CTOIBI (62 ciy-
yas), 5-s ctagusl (paclpocTpaHEHHAsI TaHIPeHa CTO-
nbl) Obu1a y 17 mauueHToB.

TABNNLUA 1

JIABOPATOPHbIE NOKASATEJIN KPOBWU Y NMALIMEHTOB C MH®EKLIMOHHBbIMWU OCNIOXXHEHUAMW
CUHAPOMA OUABETUYECKOI CTONMbI

SputpoLmTsl, x1012/n

"femornobwH, r/n

["emarokput

NenkouuTsl, x109/7

BunnpybuH, Mkmons/n

Amurnasza, MMOSb/N

MoueBurHa, MMOSL/A,

KpeaTuHuH, MMOonb/n

XonecTepuH, MMOnb/N

JInnonpoTenHbI HU3KOW MAOTHOCTU, MMOSL/J
JIvnonpoTenHbl BbICOKOW MAOTHOCTW, MMOSL/N
Tpuranuepunabl, MMONL/.

K*, MMmonb/n

Na*, mmonb/n

CI7, mmonb/n

[ Ntoko3a, MMOSb/A,

4,30 0,07
121,08 1,95
36,34 0,47
10,62 0,37
13,26 0,94
43,038 5,76

7,75 1,28
108,32 13,13

5,57 1,35

6,28 3,03

4,18 3,12

5,16 3,31

4,15 0,16
135,96 1,70

96,0 5,10

10,6 0,4
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CpenHsist npoao/LKUTEIbHOCTD pa3BUTUSI UH(EK-
LIMOHHOTO mpoluecca coctaBuia 31,4 £ 3,3 nua. B te-
yeHue 1-X CyToK mpeObIBaHUSI B XUPYPTUUYECKOM OT-
neneHuu 94 nmauueHTaM TpoOBeAEH 3a00p 3Kccyda-
Ta W3 ovyara IOpakeHUs CTOIBI IJisI OaKTepHoJIO-
rudyeckoro uccienoBaHus. Ilo pesyiabTaTam mocesa
OCHOBHBIM NTaTOT€HOM SIBJISLICS 30JI0TUCTBIN cTadmiio-
KOKK (59 (62,8 %) mauueHToB), pexe — CTPEITOKOKK
(6 (6,4 %) naumenTos), npoteii (6 (6,4 %) nauueH-
TOB), cuHerHoiiHas1 (6 (6,4 %) malueHTOB) U KMILIEeY-
Has (3 (3,2 %) nauuenTa) najodka. I'pamorpuLaTesib-
Hast Mukpoduiopa BoiaeseHa y 14 (14,8 %) nauyeHToB.

Ha ocHOBaHUM BBISIBIEHHBIX OCHOBHBIX 3BEHBLEB
naToreHe3a (GopMUPOBAJICSI COOTBETCTBYIOLLIMI JIeUeO-
HBIIl KOMIUIEKC, B KOTOPBIM BKJIIOYAIM KOPPEKIIMUIO
VIJIEBOIHOTO OOMEeHa, JeUeHUe aHTUOIIaThH, HEBPO-
naTuM, aHTUOAKTEepUaAJIbHYIO Tepamnuio ¢ YYETOM Xa-
pakTepa MUKPOQJIOPHL.

Bo Bpems cralMoHAapHOTO JIeUeHUs BCe MallleH-
Tl ¢ CHC mojydyaau MHCYJIMH KOPOTKOIO AEHCTBUS
C 1IeJIbIO MOAACPKAHUS YPOBHS TIIMKEMUM B TIpefie-
nax 5,5—10,0 mmonab/n. B cocTaBe KOMILIEKCHOM Te-
panuu HeporaTtuu npu CIC UCIOJIb30BaJUCh ME-
TaboJIMYeCcKre U aHTUOKCUIAHTHBIC Mpenaparhl (TU-
okTauug — 600 mr/cyr., akroBeruH — 1 r/cyT., BUTa-
munbl B, C, E wiu Mmuwisramma). MenukamMeHTO3HasI
KOPPEKIIMS aHTUOIIATUN TTPOBOAMIIACH C TIOMOIIIBIO Je-
3arperaHToB M aHTUKOATYJITHTOB, TAKMX KaK TerapuH
1o 20 teic. En/cyr., peonomurmokuH — 400 mi/cyT.,
HUKOTHHOBas kuciaoTa — 0,04 r/CyT., TaK 1 HU3KOMO-
JIEKYJISIpHbIE rernapuHbl — ¢pakcunaput B gose 0,3—
0,6 mui/cyt., cynonekcun B nose 600 JIE/cyT.; mocnen-
HHUE UMENH paa npeumylinectB. [Ipu pa3Butuu Kpu-
TUYECKON UIIEMMU KOHEUYHOCTHM B JICUEHUU TpUMeE-
HSUIM IIpenaparthbl npocTtariadauHa El (Ba3ornpocraH).

B ciryyae BeIpaXK€HHOTO OTE€KA CTOILI JICUSHUE JOI0JI-
HSUIM TIpernapataMy JUOCMUHA (IeTpajieKc, Ba30KET).
ITociie KynupoBaHUs SIBJICHUI OCTPOTO MHMPEKIIMOH-
HOTO IIpoliecca B CTOIE NMPUMEHSUINCH TabJIeTHPO-
BaHHBIC (DOPMBI JIe3arpEeraHTOB U aHTUKOATYJISTHTOB:
acriupuH (0,25 Mr/cyT.) uiu miaBuKc (75 Mr/cyr.).

Hanuuue CAC sgBisiioch MOKa3aHUEM K IIPOBE-
JIeHuI0 aHTuOakTepuanbHOi Tepanuu. IIpu crapro-
BOI TepaluM Ha3HayaJuCh aHTUOMOTUKM (Ledayio-
cnopuHbl I mokoneHust win (PTOPXUMHONOHBI), KO-
TOpBIE MPUMEHSUTMCh B COYETAHUM C METPOHMIA30-
JIOM, WM Ha3Hayajcsd aMOKCHUIIWUIMH/KJIaByJaHaT.
ITocne Bepudukanum MUKpOMIOPEl U3 sI3B IpU OaK-
TEPUOJOTUIECKOM MCCIAEAOBAHUM M YYBCTBUTEIBHO-
CTU UX K aHTUOMOTUKAM IIPOBOAMIACH KOPPEKITUS aH-
TUOAKTepUaJIbHON Tepamuu.

VY 66 (43,7 %) nauueHntoB, uMmeoinnx 0—3-1o cra-
nrmn CIC no ximaccugukanuu F. Wagner (1981), npo-
BOJMJIOCH TOJBKO MECTHOE KOHCEPBATUBHOE JIEUCHIE
(puc. 1). OHo BKIIIOYAJIO 00S13aTEIbHYIO Pa3rpy3Ky KO-
HEYHOCTH, KOTOpas JOCTUTAIach HAJIOXKEHUEM Ha CTO-
Iy ¥ TOJIEHb JIOHTEThI U3 CUHTETUYECKOTO MaTepuraa
IUIST UMMOOMJTM3ALIMU CTOIIBI C TMOCIEAYIOIINM XOXK-
JIEHUEM Ha KOCTBUISIX WJIM HOIIEHWEM CITeIIMaJIbHOMN
oproneanueckoit o0yBu. Ilamuentam ¢ CAC ¢ sa3Bamu
WA paHaMU BBHITTOJTHSUINCH MEXaHUYEeCKUN meOpua-
MEHT WJIM YJIbTpa3BYKOBas KaBUTAIIUS, €KEIHEBHO
MIPOBOAWINCH TEePEBI3KM C aHTUCENTUYSCKUMM pac-
TBOPaMH, TIPOTEOJTUTUIECKIMHU (PepMEHTAMM, pa3ind-
HBIMHU aTpaBMaTUUYECKUMU M aJCOPOUPYIOIIMMU T0-
Bs3KaMmu. ['maporeneBble MM TUAPOKOJUIOUIHbBIC TT0-
BSI3KU BBITIOTHSUTACH TTOCTIE OUMIIICHNS SI3B OT MH(PEeK-
i u gerputa. Lnpoko MCmoab30BaIMCh BO3MOX-
HocTU (pusznorepanuu Kak Ha I, Tak u Ha Il cramun
paHeBoro Ipouecca (yJabTpadguoseToBoe o0ydeHue,

C UHDEKLMNOHHbIMU OCNOXHEeHnAMU — 151

MauuneHTsI

KoHcepBaTuBHOE
rneyeHue —
66 nauneHTOB

BckpbiTne
dnerMoHbl —
6 nauneHToB

* Pasrpyska
KOHEYHOCTHU

* [MepeBaAskn
C MCMNOMNb30BaHNEM
WHHOBALMOHHbIX
martepuanos

» duanotepanus

AmnyTaums
nanbLeB CTOMbl —
33 nauneHTa

—

Xupypruyeckoe
neyeHve —
85 nauueHTOB

\

AmMnyTaums KOHEYHOCTMU
Ha pasnUYHbIX YPOBHSIX —
59 nauneHToB

Onepauun
Ha cocygax —
20 naumeHToB

* Pesekuus ctonbl —

Bbicokasi
5 naumeHTOB coka

amMnytauua
KOHEYHOCTU —

* AMnyTaumns cTornbl —
yTau 19 naumeHToB

2 naumneHTa

PUC. 1. CTpyKTypa MeCTHOIro fIe4eHUS MHGEKUMNOHHbBIX OCJIOXKHEHUI CUHAPOMA AnabeTu4eCcKor CTorb!
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MarHuToTepanus, Jiazeporepanus). s yCKopeHuUs
OUMIIEHMS U 3aXKUBJICHUS AMa0eTHYeCcHX S13B B psiae
cyJaeB MpUMEHSIach TMnepbapuyeckas OKCUTeHa-
LIMST ¥ O30HOTEpaInsl.

Xupypruueckoe jJeueHue B COYeTaHUM C KOHCep-
BaTMBHOI Tepanuei BuInmosHeHO 85 (56,3 %) maun-
eHTaM. XapakTep OIepaTUBHOIO JCUCHUs IPeICcTaB-
JIeH Ha pucyHke 1.

OCHOBHBIM BUJIOM XUPYPTAYECKOTO JICUESHUS STBU -
JIUCh aMIyTalluM HIDKHENW KOHEYHOCTM Ha pasiny-
HBIX YypoBHAX (59 (69,4 %) mauuenToB). Yaie Bce-
T'O BBIMOJHSJIMCH MaJible aMITyTalluK B TIpefeax CTo-
MBI C COXpaHEHWEM OMOPHOM (DYHKIIMM KOHEYHOCTH
(40 (67,8 %) nmauuenrtoB). [lokazaHueM K oIepaLvu
ciyxuna 4-s cragust 3a00JieBaHUSI ¢ COXpaHEHHBIM
KPOBOTOKOM Ha cTorie. Bricokue ammyranuu (Ha ypoB-
He ToJIeHU 1 Geapa) ObuK BhIonHeHbI 19 (32,2 %) na-
nueHTaM, u3 Hux 17 umenu 5-1o craguio CJIC, 2 —
4-10 cTamMio, ¢ CYIIECTBEHHBIM HapylleHUEeM KPOBO-
TOKa Ha CTOIe, KOTOPHI He ydaloCh BOCCTAHOBUTD
KOHCEPBAaTUBHBIMU U XUPYPTUIECKUMU METOIAMU.

3HaYMTENbHOM YacTU MAaLMEeHTOB C 4-i cTanauei
CIC (20 (23,5 %) nauueHTOB) BBIIIOJIHEHBI OIepa-
LMY Ha apTepUsIX C 1IeJIbI0 HOPMaIU3allui KPOBOTOKA
1 C TIOCJIEAYIOIINM BBITIOJTHEHEM MaJIoi aMITyTalluHu.
M3 Hux y 10 (50%) nauueHTOB BbIIOIHEHA GaJJIOHHAS
JUJaTalllsl CO CTEHTUPOBAHUEM OEPIIOBBIX apTepUid,
y 7 (35 %) — miactuka GeIpeHHON apTepuu B code-
TaHUU ¢ OAJUIOHHOM AuIaTaleil OepLIOBBIX apTepUi,
3 (15 %) — myHTUpOBaHUE U IPOTE3UPOBAHUE C IUIA-
CTUKOI OeIpeHHOU apTepuu.

BckpbiTue ¢ierMoHbl ¢ XUPYPrudyeckou obpa-
0OTKOI paHbl BbIMojHeHO B 6 (7,1 %) HabmoneHn-
ax. CpeaHsist IPONOKUTEIbHOCTD JICUeHUs MallieH-
TOB ¢ UH(eKUMOHHbIMU ocioxHeHussMu CIC cocTa-
Bwia 17,1 = 0,6 gus.

OBCYXXJAEHUE

Kak npaBuiio, rHoiiHbie nposisiaeHust CIC Habmo-
JaJnCh Y OONbHBIX cTapiie 60 JIeT CO BTOPBIM TUITOM
CJI; My>K4MHBI 00JIEJIM HECKOJIbKO Yallle, YeM KEHII-
HBI, YTO COTJIACYeTCs C JIUTePaTypHBIMU NTaHHBIMU —
yBeJIM4eHueM 4acToThl ocioxHeHuii CJI ¢ Bo3pac-
TOM U 3abojieBaHMeM MyX4uH B 1,5 pa3a vame [11].

BBuny nopaxeHuss MHOXKECTBA OPTaHOB M CHCTEM
npu CJ1, npuBOASIIKX K pa3IMYHbIM NaTOJIOTMYECKUM
COCTOSTHUSIM, B TOM UHCJIe K MH(MEKIIMOHHBIM OCJIOX-
HEHMSIM Ha CTOIIe, BO3HMKAET HEOOXOIMMOCTD UCTIOb-
30BaHMS MYJbTUANCHIUTIIMHAPHOTO TTOAX0Aa K AUArHO-
CTUKE U JIEYeHUIO, KOTOPBIN c(hOPMUPOBAJICS 3a TO-
cnegnue 5—10 set. C 3T0i1 Leb0 GopMUpPOBaIach KO-
MaHIa Bpayeil-CreuagrcToB M0 TUarHOCTHKE U Jie-
YEHUIO 3a00JIeBaHUI Pa3IMUYHBIX OPraHOB U CHUCTEM.

Hns nHpexkuuoHHbix nposgpiaeHuin CIC ObuLio
XapaKTepHO BBIPAXKEHHOE HapylIeHUEe YIJIEBOIHOIO
oOMeHa, HaJlMuKhe aHTMoMNaTUM BO BCeX HAOJIOIEeHU-
SIX U, KaK TPaBUJIO, HEBPOIIATUH; CYIIIECTBEHHO peXe
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HaOJII0IAINCh TTOpaXKeHUsT CyCTaBOB, MOYEK, ceTyaT-
K1 17a3a. C y4ETOM BBISIBICHHBIX IMATOJOTMYECKUX
MPOLIECCOB BCEM IMallMeHTaM TPeOOBaJIOCh ITPOBEIe-
HHME KOMITJIEKCHOTO JieueHUsl. BeImomHsIach Koppek-
LIMST YTII€BOMHOTO 0OMeHa, KOHCEPBATUBHOE JIEUeHUE
AHTHUOIIATUHU Y TOJMHEBPONATUH, TI0 TTOKA3aHUSIM —
JIeYeHUe apTpOIaThM, HeppOoIaThuu, PeTUHOMATHUU.
[Ipy HATMYMU WM YyIpo3e PacrpOCTPAHEHUS MECT-
HOTO MH(EKIIMOHHOTO MPOoIIecca OCYIIECTBIIACh aH-
TubakTepuaibHas tepanus [10].

MecTHass KOHCepBaTHUBHasl Tepalus 0e3 Xupyp-
rMYeCcKOro JiedeHus: mposeneHa 43,7 % manyeHTam
¢ CIIC. KomIuiekc jJe4yeOHbIX MepOIPUSITUIA OIIpe/ie-
JIWJICS CTaauell paHEBOTO MPoIlecca M COOTBETCTBOBAI
00LIMM PEKOMEHIALIMSM JIeUeHUS 11abeTUUEeCKUX S13B
[12], omHako B meTasx ObUIM OTIAYMSI.

B nepByio cranguio Haubosee ONTUMAaJIbHBIM Jie-
YeHMEM SIBUJIOCH: 1) mpu IpeodyiafaHuy HEKPOTUYE-
CKUMX TKaHe#l — yJIbTpa3ByKoBas KaBUTAIIMS /WU T10-
BSI3KM C (pepMEHTHBIMU IIpernapaTaMu; 2) Ipu Ipeoo-
JIaJaHUM THOWHOTO Mpoliecca — TMOBSI3KU C PacTBO-
pOM TMOBHUAOH-0Ia WM MHHOBALIMOHHBIE aacoOpOu-
pYIOIIMe TTOBS3KU.

Bo BTOpylo cTamuio paHeBOro Impoliecca Hau-
0osice ONMTUMAIBLHO TMOAXOAWIN aTpaBMaTUUYECKUE
ceTyaTble TIOBSI3KM WJIM TIOBSI3KM Ha OCHOBE TeJis
uin Kojutouaa. PusmoTepanus HOCHUJIA BCIIOMOTa-
TeJbHBIN XapakTep. [ unepdbapuueckass OKCUreHalus
U O30HOTEparus ObLIM AOCTAaTOUYHO 3(PGPEKTUBHBI,
HO M3-3a OPTaHU3aIIMOHHBIX CIIOXHOCTEUM MCITOJb-
30BaJINCh PEAKO.

BcenenctBue mHgexkunoHHbIX nposieaeHuit CIC
56,3 % nalueHToB NOTPeOOBAIOCH XUPYPIUUECKOE Jie-
yeHue. CaMbIM pacopOCTPpaHEHHBIM XUPYPIUIECKUM
METOIOM JIeYEHMS SIBUJIACh aMITyTallusl HUKHEH Ko-
HEYHOCTH Ha YPOBHE HOPMAJIBHOTO KPOBOCHAOXKEHMUS
B 39,1 % HabGmoneHuii, B oTinume ot 68,6 % B cO00-
LIIEHUU TOJbCKUX Koyuter [8]. Bricokue ammyrauuu
ObLIY BBINOJHEHBL Y 12,6 % malKeHTOB, YTO HIKE Ha
20 %, yem B aHajornyHoit padbore n3 CILIA, AHrinn
u Hunepnangos [10].

Mauiible aMITyTaliuy BBITTOJHEHBI y 26,5 % manu-
eHTOB. BaHeiilieil 3amadeil mpu BbIOOpE JaHHOIO
YPOBHSI aMITyTallMy SIBUJIACh HOPMaH3alMs KPOBOO-
OpalleHus. DTO JOCTUTANIOCh JOIOJHUTEIbHON KOH-
CEpBAaTUBHOM Tepaliveli, OTKPBITBIMU PEKOHCTPYK-
TUBHO-BOCCTAaHOBMUTEJIbHBIMU OIEepalsIMU Ha TIOMI-
B3MIOIIHBIX U O€IPEHHBIX apTePUSIX, MAJIOMHBA3UBHBI-
MM SHIOBACKYJISIPHBIMU TEXHOJOTUSIMU, YTO TTO3BO-
JISJIO BBITIOTHSITH MaJIble aMITyTallud ¢ COXpaHeHUEM
ONOPHON (PYHKIIMM KOHEYHOCTU. B KOHEYHOM HTO-
re Ipy JaHHOU TakTuKe 77,6 % omnepUpOBaHHbBIX Ma-
LIMEHTOB COXPAaHWJIU OIMOPHYIO (PYHKIINIO KOHEUHO-
ct, 22,4 % — BbINIOJIHEHA BBICOKas amItyranus. Jle-
TaJIbHBIX UCXOJIOB B TeueHUe 30-CyTOUHOTro Mmocieorne-
pallMOHHOTO Iepuoja B 3Toil rpyrme 60abHbix CIC
He OBLJIO, YTO TTOJOXKUTEIBbHO OTINYACTCS OT Pe3yb-
TaTOB B ONMYOJIMKOBAaHHBIX MUCTOYHUKAX, TIE JIETalb-
HOCTb cocTasmia 3,5—34 % [8].
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3AKITIOYEHUE

IMauuentsr ¢ CIC MMET CylleCTBEHHbIE Ha-
pylIEHUsT YIJIEBOOHOIO OOMeHa, HaJu4yue aHTruormna-
TUM YU HeBpomnmaTuu. MyIbTUANCUMIUTMHAPHBIN TTOI-
xon B puarHocTtuke u jedueHur CIC mo3BoJisieT Bblsi-
BUTb OCHOBHBIC 3BeHbS ITaTOreHe3a U Ha Oaze uMero-
LIMXCS TTPOTOKOJIOB UHAMBUAYATU3UPOBATD JIEUEHUE.
DTO MO3BOJIIET y OOJIBIIMHCTBA TMallMEHTOB COXpa-
HUTb OMOPHYIO (YHKIINIO KOHEUHOCTH, CHU3UTh KO-
JINYECTBO BHICOKMX aMITyTallMii ¥ TEM CaMbIM YacTUY-
HO COXPaHUTh KayeCTBO KM3HM.
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OLEHKA PE3YJIbTATOB PEBUSVUOHHOIO 9HAOMNPOTE3NPOBAHUSA
TASOBEAPEHHOIO N KOJIEHHOIO CYCTABOB
NP NEPUNPOTE3HOU NHOEKLIUN

Kameka A.J1., Fpuwiyk A.H., lleoHoBa C.H.

OIBHY «VpKyTCKMIA Hay4HbIV LEHTP Xupyprum n Tpasmartonorum» (664003, r. NipkyTck, yn. Bopuos Pesontouun, 1,
Poccus)

PE3IOME

BBepeHune. NepunpoTte3Has NMHDEKLMA ABNSETCA MPO3HBIM OCNOXXHEHNEM 3HAOMPOTE3NPOBAHNSA KPYMHbIX CycTa-
BOB. [0 HACTOSALLErO BPEMEHM HET €OMHOMO0 MHEHMSI MO BOMPOCY BbIOOPa XMPYPrUYECKON TaKTUKM IEHEHNS STOMN
KaTeropum NaLyeHToB.

Lenb pabotbl. Onpenenntb 9hdheKTBHOCTb OAHOITAMNHOIO U ABYX3TANHOrO PEBU3MOHHOMO SHAOMPOTE3NPOBAHMISA
TasobeapPeHHOro 1 KOIEHHOMO CYCTaBOB B AOCTVXKEHNN KYMNPOBaHWA NEPUNPOTE3HON MHMEKLN.

MaTtepunanbl n metogpbl. [1poaHannamMpoBaHbl Pe3ynbTaTbl MPUMEHEHUST PEBUSMOHHOMO 3HO0MNPOTESMPOBAHNS
y 78 naumeHToB C rnyboKoM NepUnPOTE3HON MHAEKLMEN Ta306€0pPEHHOO 1 KONEHHOMO CyCTaBoB. Y 38 mauneHToB
6bI10 NCNONB30BAHO OOHO3TANHOE PEBU3NOHHOE SHAONPOTE3NPOBaHKE, ¥ 40 NaLUMEHTOB PEBU3NOHHOE SHOOMNPOTE-
31POBaHEe BbINONHEHO B ABa aTana. PesynstaThl Ne4eHns 6binn OLEeHeHb! Yeped 1 rog nocne onepaTnBHOro BMeLLa-
TenbcTBa. HoBbIM SIBUAOCH TO, YTO U3 78 naumeHToB Yy 45 (57,7 %) BbI6OP B1Aa PEBU3NOHHOMO SHOOMPOTEIMPOBAHMS
6bIN BbINOMHEH MO anropuTMy, padpaboTaHHOMY B VIPKYTCKOM Hay4YHOM LIEHTPE XUPYPriv 1 TpaBMaTonorin.
Pe3ynbratbl. [TpUMeEHEHNE PEBN3VMOHHOMO SHOOMPOTE3NPOBAHMS MO3BOAMIO KYNMPOBaTb UHMEKUMOHHBIN NPO-
uecc y 64,1 % nauneHToB. Jlydlme pesynstaTbl 6biiv NONyHeHbl MOCNE BbINONHEHUST ABYX3TANHOMO PEBU3NOHHOIO
3HOOMNPOTE3MPOBAHMS, MNP KOTOPOM KYNMPOBaHME NHMEKLIMOHHOIO NpoLiecca Bb110 AOCTUrHYTO B 72,5 % cnyyaes.
BbI60p TakTUKN NeYEHUS NALMEHTOB MO anropUTMy MO3BOAUI YAYHLLNTL Pe3ynsTaTbl ABYX3TanHOrO PEBUSMOHHOMO
aHOonpoTesmpoBanns 0o 87,5 %.

lIcnonb3oBaHme NPeanOXEHHbIX B anrOpUTMe KPUTEPWEB MPK OLIEHKE MONOXKUTENBHBLIX 1 OTPULATENBHBLIX PE3YNLTATOB
PEBU3NOHHOIO 3HAOMPOTE3NPOBAHNSA MO3BONNIO NOATBEPAUTL 3NMEKTUBHOCTL NPpUMeEHeHWa anroputMa y 80 %
MaUneHTOB U BbISBUTb BEPOSATHbIE MPUYUHBLI MOAAEPXKAHNA NEPUNPOTE3HON MHMEKLIMM: HEBEPHbLIM BbIOOP BMOA
XNPYPrHecKoro BMeLIaTenbCTea, Hanmye O6LLIMPHBIX KOCTHbIX Ae(DEKTOB, HanM4YMe NoaAanneprm.
3aknoyeHne. AHanna pesynsratoB PEBUSVIOHHOMO SHAOMNPOTE3NPOBAHNS NPV NEPUNPOTE3HON NHDEKLI NO3BOSNI
noaTBepaANTb 3NPEKTVUBHOCTL MPUMEHEHNS MPEANOXXEHHOIO anropuTMa 11 Bblbopa Briaa onepaTMBHOIO BMELLATENb-
CTBa, YCTaHOBUTb HAMBONbLLYHO S(NEEKTUBHOCTL ABYX3TAMNHOIO PEBU3NOHHOIO 3HAONPOTE3NPOBAHNS MO CPABHEHNIO
C OOHO3TanNHbIMU PEBU3VAMN, a TAKXKE ONPENENUTb BEPOSTHbIE MPUHNHBLI OTPULIATENBHBIX PE3YNLTATOB NEYEHS.

KnrodeBbie cnoBa: pesyi3vioHHOE 3HOOMPOTEe3UPOBaHME CYCTaBOB, MEepUpOTE3HAs MHEKLMS

Ons yutuposanus: Kameka AJ1., MNpuwwyk A.H., JleoHosa C.H. OueHKa pe3ynstaTtoB peBU3NOHHOIO SHAO0MNPoTe-
31poBaHnsa Ta306eApPEHHOrO 1 KOJIEHHOMO CyCTaBOB NpY NEPUNPOTESHON NHDEKLMN. Barika/ibCKui MeUUNHCKNN
KypHas. 2024; 3(1): 20-27. doi: 10.57256/2949-0715-2024-3-1-20-27
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ASSESSMENT OF THE RESULTS OF REVISION HIP AND KNEE REPLACEMENT
SURGERY IN CASE OF PERIPROSTHETIC INFECTION

Kameka A.L., Grishchuk A.N., Leonova S.N.
Irkutsk Scientific Centre of Surgery and Traumatology (664003, Irkutsk, Bortsov Revolyutsii str., 1, Russian Federation)

ABSTRACT

Background. Periprosthetic infection is a serious complication of large joint replacement surgery. To date,
there is no consensus on the choice of surgical tactics for treating this category of patients.

The aim of the work. To determine the effectiveness of one-stage and two-stage revision hip and knee replacement
surgery in reducing periprosthetic infection.

Materials and methods. We analyzed the results of revision replacement surgery in 78 patients with deep periprosthetic
infection of the hip and knee joints. In 38 patients, one-stage revision replacement surgery was used, in 40 patients —
two-stage. Treatment results were assessed 1 year after the surgery. Out of 78 patients, in 45 (57.7 %) choosing
the type of revision replacement surgery was made according to the algorithm developed at the Irkutsk Scientific
Centre of Surgery and Traumatology.

Results. Using revision replacement surgery made it possible to stop the infectious process in 64.1 % of patients.
The best results were obtained after two-stage revision surgery, in which relief of the infectious process was achieved
in 72.5 % of cases. The choice of treatment tactics for patients according to the algorithm improved the results of two-
stage revision joint replacement surgery up to 87.5 %.

Using the criteria proposed in the algorithm when assessing the positive and negative results of revision surgery
made it possible to confirm the effectiveness of the algorithm in 80% of patients and to identify the probable reasons
for the maintenance of periprosthetic infection: incorrect choice of the type of surgery, the presence of extensive bone
defects, the presence of polyallergy.

Conclusion. Analysis of the results of revision arthroplasty for periprosthetic infection made it possible to confirm
the effectiveness of the proposed algorithm for choosing the type of surgery, to establish the highest effectiveness
of two-stage revision surgery compared to one-stage surgery, and also to determine the probable causes of negative
treatment results.

Key words: revision joint replacement, periprosthetic infection

For citation: Kameka A.L., Grishchuk A.N., Leonova S.N. Assessment of the results of revision hip
and knee replacement surgery in case of periprosthetic infection. Baikal Medical Journal. 2024; 3(1): 20-27.
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AKTYAJIbHOCTb UCCJIEAOBAHUA

TsKENBIM OCIOXHEHUEM 3HAOIIPOTE3UPOBAHUS
Ta300eAPEHHOT0 1 KOJIEHHOTO CYCTABOB SIBJISIETCS T1e-
pumnpore3Has MHGEKIMSI, KOJIUYECTBO CIydaeB KO-
TOPOI1 HEYKJIOHHO pacTér, gocturas 5 % [1, 2]. Ilo-
CJIeACTBUEM TJIyOOKOU NEePUIPOTe3HOM MHPEKIIUU MO-
JKeT CTaTh MOJHOE pa3pylleHue CycTaBa ¢ HapylleH! -
eM (PYHKIIMM KOHEYHOCTU, MH(PEKIMOHHOE ITOpaxKe-
HHE OPTaHOB M CHCTEM, pa3BUTHE JIETATLHOTO UCXO/A.

[Ipu neyeHNU MALIMEHTOB C MEePUNPOTE3HON UH-
dexumein (ITITM) BBITOMHSIOTCS CAEAYIOIINE BUIbI
OIepaTUBHBIX BMEIIATEIbCTB. CAHAIIMOHHOE BMellla-
TEJbCTBO C COXpaHEHWEM MMILIAHTUPOBAHHOTO 3H-
JIOTPOTE3a, PeBU3MOHHOE BMEILIATEILCTBO C 3aMEHOM
SHIOIPOTE3a Ha PEBU3MOHHYIO KOHCTPYKIIMIO B OUH
WA HECKOJIBKO 3TanoB (OIHO3TAITHOE PEeBU3MOHHOE
sHpoIrpore3upoBanue (PO), nByxatanHoe PD, MHOro-
aTanHoe PD), nosHoe yoaaeHue 3HI0IpoTe3a 6e3 mo-
cienyoolieit 3aMeHbl ¢ (popMUpOBaHMEM HeoapTpo3a
Ta300eAPeHHOr0 CycTaBa WM aHKWIO3a KOJEHHOTO
cycraga. /1151 BbIOOpa TOU MM MHOM XUPYPrudeCKOn
TaKTUKU TPEIIOKEHBI pa3IMYHbIC CITOCOOBI M aJIro-
PUTMBI, OCHOBaHHBIE Ha OIlEHKE HaubOoJjee 3HAuU-
MbIX (paKTOPOB M MMEIOIIME OIIPeaeIEHHbIE HEI0-
cTaTKu (To3aHee ompeneaeHe TaKTUKHU, T0POTOCTO-
sI1I1e MCCIIeIOBaHUS, HEYETKHE (DOPMYIMPOBKU BhI-
OpaHHBIX KpUTepueB u ap.) [3—7].

B Hacrosee Bpems npu I Hanbosnee akTuB-
HO TIpMMEHSIETCSl PeBU3MOHHOE SHIOMPOTE3MpPOBa-
HHUE KPYITHBIX CYCTaBOB, ITOCTOSIHHO COBEPIIICHCTBY-
I0TCSI pEBU3MOHHBIC UMILIAHTBI, XUPYyprudeckas Tex-
Huka. HecMoTps Ha 3T0, He HAOIIOAaeTCsl TEHAEHUIUI
K CHIDKEHMIO PELIUINBOB MEPUITPOTE3HON MHOPEKIINH,
npocruramomx 24—52 % [8, 9]. [Ipomoizkaercst 06CyXK-
JIeHUe TIPEUMYIIECTB M HEIOCTaTKOB OIHO3TAITHOTO
WA ABYX3TAITHOTO METOAAa PeBU3MOHHOTO 3HIOIPO-
Te3upoBanus [6, 10, 11].

AKTyaJIbHBIM SIBJISIETCSI COBEPILIEHCTBOBAHUE IO~
XOJ0B K BBIOOPY XMPYPTUYECKOTO MeToAa IS KyIH-
pOBaHUS MEPUNPOTE3HON MHMEKIIUU KPYITHBIX CyCcTa-
BOB U YJIyUILIEHUST PEe3yJIbTaTOB PEBU3MOHHOIO SHI0-
MPOTE3UPOBAHUSL.

LENb PABOTDI

Onpenenutb 3¢pOEeKTUBHOCTh OJTHO3TAIIHOIO
U JBYXATAITHOTO PEBM3MOHHOTO 3HAONPOTE3UpPOBa-
HUS Ta300€IPEHHOTO M KOJEHHOTO CYCTaBOB B J0O-
CTVDKEHUU KyITUPOBAHUS TIEPUTTPOTE3HON MH(MEKIINH.

MATEPUWAbI W METO[bI

Hamu ObuLiu mpoaHaaM3upOBaHBI Pe3yabTaThbl
MMPUMEHEHUs] PEeBU3MOHHOTO 3HAOIPOTE3MPOBAHUS
y 78 malueHTOB ¢ IJIy0OKOI NEepUIIPOTE3HON NH(PEK-
1Mel KPYMHBIX CYCTaBOB, INMPOXOAMUBIIMX JIEUCHHE

B kiuHuKe PI'BHY «MpKyTcKuii HaydHBINA LIEHTP
xupypruu u tpaBmarojorun» (MHIXT) B 2014—
2020 romax. KoiuyecTBO MyXUYMH U KEHIIMH OBLIO
npuMepHO oanHaKOBBIM (40 1 38 COOTBETCTBEHHO).
BospacTHoii nuamna3oH coctaBuil ot 38 jet a0 81 roga
(B cpennem 61,4 £ 6,16 roma). B GonblunHCTBE CIIy-
yaeB MH(MEKIIMOHHBII MPOLIECC Pa3BUICS B 30HE 3H-
JIONpoTe3a Ta300€APEHHOro CyCcTaBa, YTO COCTABUJIO
65,4 % (51 nmauueHt), B 34,6 % ciyyaeB — B 00J1aCTH
KOJIEHHOTO CycTaBa.

OnepaTMBHOE JieUeHUE MALMEHTOB 3aKJII0YaIOCh
B BeinosiHeHUU PD. YV 38 mauueHToB OBUIO UCIIOJb-
30BaHO OJHOATAaIlHOe PH, mpu KOTOpoM BO BpeM:l
OJIHOTO OIEepaTMBHOIO BMEIIATENbCTBA MPOU3BOJIU-
JIOCh yajieHre SHAO0NpPOoTe3a C TIIATEIbHOM caHallu-
eil ouara uH@eKIUU, yIbTPa3ByKOBOM 00pabOTKOI
paHbl, U yCTaHaBJIMBajJlacCh PEBU3MOHHAS 3HAOMPO-
Te3Hast KOHCTpyKuus. 40 mauueHTaM ObUIO BbIIOJI-
HeHo aByxaTanHoe PO. Ilpu 3ToM, Ha mepBoM 3Tarie
rnocJie yaajeHUusl SHAONpPOTe3a U CaHallMK MPOU3BO-
JIWJIaCh YCTAaHOBKA apTUKYJIUPYIOILIETO crieiicepa ¢ aH-
TUOaKTepuaJbHbIM IpenaparoM. Bropoe orepaTus-
HO€ BMEILIATEJIbCTBA BHIMOJHSIOCH MOCe KYITMpOBa-
HUS MH(GEKIIMOHHOTO Mpolecca U BKIIIOYAJIO 3aMEHY
crieiicepa Ha peBU3UOHHBIN SHIOOMIPOTES.

PesynbraThl JeueHUs ObUIM OLIEHEHHI Yyepe3 1 rox
1ocJie ornepaTMBHOrO BMellaTeabcTBa. [Ipu Kynupo-
BaHuM Iepunpote3dHoit uHpexkuuu (I1ITHN) pesyabrat
JIEYEHMST TIPU3HABATIU «ITOJOXUTEIbHBIM», TIPU TIPO-
JloJpKatoleMcst ”HQEeKIIMOHHOM MpOoLIecce Wr ero pe-
LIMAMBE — «OTPULIATEIbHBIM».

B 3aBucuMoOCTH OT TaKTUKU BbIOOpa Buaa PO ma-
LIMEeHTHl ObUIM pa3fejieHbl Ha ABe Tpymmbl. Y 45 ma-
LIMEHTOB, COCTaBUBILIMX TEPBYIO TPYIY, IPU BbIOO-
p€ OMHO3TAIHOTO WJIU ABYX3TAIIHOro PO mcmnosiab3o-
Baiu paspaboranHHbiii B MHIIXT aaroputm, mo3Bo-
JISIOIIMA 10 orepaldu ONpeneuTb XUPYPrUuecKylo
TakKTUKY (CaHAllMOHHOE BMELIATEIbCTBO, OJHOATAM-
Hoe P3O, nByxatanHoe PD, ymajeHue sHaompoTe3a
0e3 3amensbl) [12]. IIpu aTOM, CHavyajia MPOMU3BOAUINA
0aJ/UTbHYIO OLIEHKY TaKUX IoKa3aTejiei, Kak Mpeibl-
NylllMe caHallMOHHbIE OMepalun, U3MEHEHUE MSITKHUX
TKAHEHU B 30HE MPOTE3UPOBAHHOTO CYCTaBa, JEUKOLIM-
TapHas peakliMsi OpraHuM3Ma, U yCTaHaBJIMBAJIU HU3-
KYI0 WK BBICOKYIO CTeIleHb pucKa coxpaHeHus ITITH.
ITociie oLieHKY JOIOJHUTEIbHBIX ITapaMeTpoB (Bpe-
MEHU MH(AULMPOBAaHUS, CTAOMILHOCTU SHIOIIPOTE3a,
HeyAauyHbIX MONBITOK PO, HEBO3MOXHOCTU BBITIOJIHE-
Hus PO) BoiOoupanu Bung PD. B pa3paboranHoM aji-
TOPUTME BbIOOP XMPYPruyecKoil TaKTUKHU MPU TEPU-
MPOTE3HON MH(EKIIMM OCHOBAH Ha OIpPEAEIEHUU CTe-
MEeHU pUCKaA COXpPaHEHUSI MH(MPEKIIMOHHOTIO Tpoliecca
M0 KOJIMYECTBY 0a/UIOB TpexX IoKaszaTeseid: Mmpelie-
CTBYIOIIIME CAaHALIMOHHbBIE OIepalru (UX OTCYTCTBUE
WJIM HaJIM4yre, KOJMYECTBO), COCTOSIHME MSITKMX TKa-
Hel (0e3 u3MeHeHUs, OTeK, TUIIepeMUsl, CBUILL), UH-
JIEKC COOTHOLIEHUS CETMEHTOSAEPHBIX HEUTPOPUIIOB
1 MOHOLIMTOB KpoBU (< 12 y.e.; > 12 y.e.). HoBus-
Ha MCMOJIb30BaHMS JAHHBIX MOKa3aTeei NOoATBepXK-
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neHa nateHToM PO Ne 2692960 «Crioco6 ompezelie-
HUS XUPYPTUYECKON TaKTUKW PEBU3MOHHOTO SHIO-
MPOTE3UPOBAHUS KPYITHBIX CYCTaBOB TMpU MHQEKIIN-
OHHOM OCJIOXKHEHUI».

Y 33 manmeHTOB, BKIIIOYEHHBIX BO BTOPYIO IPYyII-
my, BbIOOp Buma PO mpoBoauiics He MO aJlropur-
My, U 3aBHUCET OT BBIPAKEHHOCTU MH(EKIIMOHHOTO
mpoiiecca, CTaOUIBHOCTA KOMIIOHEHTOB SHIOIPO-
Te3a, HAIMYUS CIelcepoB, BO3MOXHOCTU UX U3TO-
TOBJICHMUSI.

Cratuctuueckass 00paboTKa MOJIyYeHHBIX JaHHBIX
BBITIOJTHSUTACH TIPU TIOMOIIM CTaHAAPTHBIX IIPOrpaMM
cratuctudeckoro anHanmsa Microsoft Office Excel
2010 (Microsoft Corp., CIIA). OueHKy oJIy4eHHBIX
pe3y/NbTaTOB B IBYX TPYIIIaX IMPOBOAWIN C UCIONb-
30BaHueM Kpurtepus x> [lupcoHa, mapamerpa OTHO-
CHUTEJIbHOTO PHCKA, CPAaBHEHMS TPOLEHTOB YacCTOTHI
CIyJ4aeB TTOJOXUTEIbHBIX U OTPUIIATEIIbHBIX PE3YNb-
taToB. CTaTUCTUYECKU 3HAYMMBIMU CUWTATIU Pa3iind-
ypust ripu p < 0,05.

PE3YJIbTATbl NCCJIEAOBAHUA

AHanu3 pe3yabTaToB npuMeHeHus PO y 78 mauu-
eHToB ¢ miybokoit TTTTU TazobeapeHHOro U KOJIEeH-
HOTO CYCTaBOB ITOKa3aJl, YTO KylMpOBaHUE MHDEK-
LIMOHHOTO TIpollecca B 00JACTH MPOTE3MPOBAHHOTO
cycTaBa ObIIO TOCTUTHYTO B 64,1 % ciiydaes; IOJI0-
KUTEJBHBIX Pe3yJbTaTOB IMOJIYYEHO CTAaTUCTUYECKH
3HAYMMO OoJibllle, YeM oTpuuaTeabHbIX. [Ipu cpaB-
HEHUM pPe3yJIbTaTOB OJHOATAITHOTO M JIBYX3TAITHOTO

PD 6bU10 OTMEUEHO, YTO TOJIBKO IOCJIe UCIIOIb30Ba-
HUS IBYX3TaITHOTO PD KOIMYECTBO MOJOKUTEIHHBIX
pe3yJNbTaTOB CTATUCTUYECKU 3HAYMMO MTPEBOCXOAMNIO
KOJIMYECTBO OTpULIATENbHBIX (Tadd. 1).

Taxke ObLIO ompeaeaeHo, YTO PUCK OTpULIATE)Ib-
HOro pe3syibrata B 1,6 paza Bbllle IIPY UCIIOJb30Ba-
HUU omHO3TamHoro PO, yeM mpu nByxatarnHoMm P3.

3aTteM ObLT MPOBEAEH CPAaBHUTEIBHBIN aHATIU3 pe-
3ynbTaTOB PO y mMarmeHToB ABYX IPYIIT B 3aBUCUMO-
CTH OT NpUMeHeHMs anroputMma. CTaTUCTUIECKH 3HA-
YUMO OOJIBIINIA TIPOLEHT MOJOXKUTEIbHBIX pe3yIbTa-
TOB Yy TIAIIMEHTOB TI€PBOI TPYIITHI YKa3bIBaJ Ha Mpen-
MYIIIECTBO TaKTUKHU BhIOOpa Buaa PO mo mpemioxkeH-
HOMY aJirTOpUTMYy (Tabi. 2).

ITo KpUTepHIO ¥?> YCTAHOBJIEHA CTATUCTUYECKU
3HAYMMas 3aBUCUMOCTb YaCTOThI TTOJIOKUTEIBHBIX pe-
3yJIBTaTOB OT MIPUMEHEHUST XUPYPTUIECKOTO aJIrTOPUT-
Ma (y2,,, = 18,102; p < 0,01).

[1pu ananm3e pe3yabTaTOB UCIIOJB30BAHUS OTHO-
STAHOTO U ABYXA3TAITHOro PD ObUIM IMOJyYeHBI pa3-
JINYHBIE NaHHBIE. Pe3ynbraThl MpUMEHEHUs OIHO3-
tanHoro P® kak 1o ajaroputmy, Tak U 0e3 ero uc-
MMOJb30BAaHUS CTAaTUCTUUECKM 3HAYMMO HE OTJIMYa-
Jnmch (Tabm. 3).

ITo KpUTEPUIO %2 OBUIO ONPENENIEHO, YTO TIPU BbI-
MOJHEHUU OAHOBTamHoro PO pesynbrar neue-
HUSI HE 3aBHUCEJT OT MCHOJb30BaHUS aJTropuTMa
P,y = 3,474; p > 0,05).

Y manyeHTOB, KOTOPBIM MTPOBOIMIIOCH IBYX3Tall-
Hoe PD mo amroputmy, ObLIO MOJYyUEHO CTATUCTU-
YeCKM 3HAYMMO OOJIbIIIEe TTOJIOKUTEIbHBIX pe3yabTa-
TOB (Tabm. 4).

TABNNLA 1

PE3YJIbTATbI IEYEHUSA MALUVEHTOB C NEPUNPOTE3HOW UHOEKUMEN KPYTHbBIX CYCTABOB
MOCJIE NCMOJIb3OBAHUSA OOHO3TAMHOIO N ABYX3TAMHOIMO PEBU3VMOHHOIO 3HAOMNPOTE3NPOBAHNSA
(n=78)

[NonoxxuTensHbln 21 55,3
OTpuruaTesnbHbIin 17 44,7
Cratnctnyeckas _ p>0,05

3HAYNMOCTb (D)

29 72,5* 50 64,1
11 27,5 28 35,9
p < 0,001 p = 0,041

I'Ipmmeanme. * — CTaTUCTUYECKM 3HAYVIMbIE pasnnynga npun cpaBHEHUN NMPOLUEHTOB MONTOXKUTENbHBIX 1 OTPUUATESNIbHbIX PEe3yNbTaTtoB npn p < 0,05.

TABNNLUA 2

CPABHEHUE PE3YJIbTATOB PEBU3SVMOHHOIO 3HAOMNMPOTE3NPOBAHWA B ABYX IPYIMMNAX NMALUMEHTOB
C NEPUNPOTE3HON UH®EKLUVEWN KPYMHbIX CYCTABOB

MonoxuTensHoli (0 = 50), n (%) 35(77,8)*

OTpuuarensHbii (n = 28), n (%) 10 (22,2)

15 (45,5)
18 (54,5) -

MpuMeyaHmne. * — CTATUCTUHECKN 3HAYMMBIE PA3NINYMS MPY CPABHEHM MPOLEHTOB MeX .y rpyrnamm npu p < 0,05.
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TABNINLUA 3

CPABHEHME PE3YJIbTATOB UCMOJIb3OBAHWS OQHO3TAMNHOIO PEBU3NOHHOIO SHAOMPOTE3NPOBAHWSA
B ABYX I'PYMMNAX NALUMEHTOB C NEPUMPOTE3HOW NH®EKLIMEN KPYTMHbIX CYCTABOB

MonoxuTensHein (n = 21), n (%) 14 (66,7) 7 (41,2 p > 0,05
OTtpuuarensHbii (n = 17), n (%) 7 (33,3) 10 (68,8) -
MpumeyaHue. CTaTUCTUHECKN 3HAYUMbIE PA3INHNS MPWU CPABHEHNW MPOLIEHTOB MEXyY rpynnamMmn oTCyTCTBytoT (0 > 0,05).

TABJNNLUA 4

CPABHEHME PE3YJIbTATOB UCMOJIb3OBAHWS IBYX3TAMHOIO PEBU3MOHHOIO SHAOMNPOTE3NPOBAHUA
B ABYX I'PYMMNAX NALUMEHTOB C NEPUMNPOTE3HOW NH®EKLIMEN KPYTMHbIX CYCTABOB

MonoxuTensHbin (N = 29), n (%) 21 (87,5)"

OtpuuarensHbii (n = 11), n (%) 3(12,5)

8 (50) p = 0,041
8 (50) -

MpumeyaHue. * — CTaTUCTUHECKM 3HAYMMbIE Pa3NYMS MPU CPaBHEHWM MPOLEHTOB Mexxay rpynnamu npu p < 0,05.

Taxxe ObL1a yCTaHOBJIEHA 3aBUCUMOCTb YaCTOThI
MMOJIOKUTETBHBIX PE3YJITATOB OT MPUMEHEHMS XUPYP-
TMYECKOrO ajJropuTMa y TAIlMEeHTOB, KOTOPHIM BBI-
nosHsiiock aByxatanHoe PO (2, = 17,8; p < 0,01).
ITaneHTHI, Yy KOTOPBIX MNPU BBIOOPE NBYXATAIHO-
ro PO wucnonb3oBancst aaroputM, MMEHT B 4 pasa
MEHBIINI PUCK MOTYYSHUST OTPULIATETLHOTO PE3Ylb-
Tara, 4eM MallMeHThl BTOPOI I'PYMIIbI, Ie aJrOPUTM
HE TIPUMEHSICS.

V 15 nauueHTOB BTOPOU I'PyMIIbl C MOJOXUTEb-
HBbIM pe3yJbTaTOM JieueHus (0e3 MpUuMeHEeHUs ajro-
puTMa) OBUIM MPOAHATM3UPOBAHBI MCXOMHBIE TOKa-
3aTeJIM, YYUTHIBAEMbIE B XMPYPIrMUECKOM aJITOPUTME.
V 13 (80 %) mauueHTOB BBISBJIEHO, YTO BHIOOpP BHUIA
PD coBmaman ¢ BEIOOPOM 10 aJITOPUTMY.

ITpoBenéHHbIN aHanU3 nMokazaa 3(PPEeKTUBHOCTD
MPpUMEHEeHUS aJropuTMa, a TakxXKe IperuMYyIIecTBa
nByxatarmHoro PD. Puck oTpuiiatebHOro pe3yiabTa-
Ta B 1,6 pasa BbIllle IIPY MCIIOJb30BAHUM OIHOITAIl-
Horo PO, uem mpu nByxstarmHoMm PD. TakTuka BbI-
b6opa nByxaTtamHoro PD mo aaroputmy IO3BOJSIET
kynupoaTh ITITH B cTaTucTMYeCcKM 3HAYMMO OOJIb-
IIeM KOJMYECTBe Cly4yaeB M B 4 pa3a yMEHBIIUTH
PpUCK TOJIyUeHUSI OTPULIATE]IbHOTO pe3yJibTaTa Jieue-
Hus. [1pu cpaBHeHUM pe3yIbTaTOB MIPUMEHEHMS IBYX
TaKTUK BbIOOpA ogHOATanmHOro PO He ObUTO ToTyde-
HO CTaTUCTUYECKM 3HAUMMOM pa3Hulibl. Kpome Toro,
HCTIOIb30BaHME NBYXATAITHOTO PD mo3BosisgeT moiy-
YUTb CTATUCTUYECKU 3HAUMMO OOJIbIIIE MTOJOXKUTEIb-
HBIX, YeM OTPHUIIATeJIbHBIX, PE3yJbTaTOB; MPU MC-
MMOJIb30BaHUU OJHOATATHOTO PD KOIMYeCTBO IMOJI0-
JKUTEJbHBIX Y OTPULIATEJIbHBIX Pe3yJbTaTOB IIPUMEP-
HO COIIOCTaBUMO.

[Tpu ananu3ze 28 ciriyyaeB OTpULIATEbHBIX PE3YIb-
TaTOB JIEYCHUST HAMM OBLIIN OTIpeieeHbl (DaKTOPHI, KO-
TOpBIC SBJISIIUCH BEPOSTHBIMU MPUYMHAMU TOAIEP-

N
I

KaHUSI MHQEKIIMOHHOTO Mpoliecca: HEBEPHbI BEIOOD
Buna PD; obmmpHbIe nedeKThl KOCTHOM TKaHU; M0-
nuajuieprust. Tak, y 6 ImalKeHTOB Iepel OlepaTUB-
HBbIM JIEYEHMEM MMEJ MECTO BBICOKMM PUCK COXpa-
HeHus I (cornacHo ajiroputMmy), mpyu KOTOPOM
ONTUMAJIBHBIM SIBJIIETCS MPOBEACHUE JBYX3TAITHOTO
PD, onHako nmauuveHTaM ObIJIO BBIITOJIHEHO OJHOITAII-
Hoe PD. HeBepnblit BeIOOp Buma PO sgBuiics BeposT-
HOW MPUYUHON OTPULIATEJILHOTO pe3yJibTaTa JICUCHUSI.
Hanuuue oGmmpHBIX AeheKTOB BePTIY>KHOM BITaau-
HbI, OeAPEHHON U 00JIbIIEOEPLIOBOI KOCTU, KOTOPhIE
MPUBEJU K BbIBUXaM CHENWCEPOB U HECTAOMJIbHOCTU
KOMITOHEHTOB 3HIOIpPOTe3a MpHU IBYX3TartHOM PO,
MOCJIYXUJI0 (aKTOPOM, CHOCOOCTBYIOLIUM PELUIN-
BY MH(EKIIMOHHOTO Mpoliecca, y 4 malueHToB. Y of-
HOTO TallMeHTa MMeJia MECTO MOJIMAJLUIeprusi, B TOM
yucie Ha aHTUOaKTepuaibHble npernaparsl. B 17 ciy-
yasix He ObLIM BBISIBJIEHBI HEOJIATONPUSITHBIE (PAaKTO-
pbl. M3 28 maluMeHTOB ¢ OTpUIATENIbHBIM pe3yabTa-
TOM 1151 ocTikeHust pemuccuu [TITH 25 mauneHTam
ObUIO BBIMOJHEHO yIaJl€HUE PEBU3MOHHOIO SHAOMPO-
Te3a ¢ GOPMUPOBAHKUEM aHKIJI03a KOJIEHHOTO CycTaBa
U1 HeoapTpo3a Ta300eIpeHHOro CyCcTaBa; 3 IaluieHTa
OTKA3aJIMCh OT YAaJIEHUS] SHAO0MPOTE3A.

OBCYXJIEHUE

AHanu3 pe3yabTaToB JICUeHUS ITallMEHTOB C pa3-
JIMYHOM MATOJIOTUEN SBISIETCS BaXKHBIM Pa3aesioM pa-
0OTBI, MO3BOJISIONIMM ITOABECTA UTOT HA OIpPEAeIEH-
HOM 3Tare JieueOHOro mpoliecca, OLEHUTh Hebiaro-
MPUSITHBIE MCXOAbI, HEAOCTATKU KCIIOJIb3YEMbIX Me-
TOJOB, YTO CIOCOOCTBYET ITOMCKY ONTUMAaJIbHBIX Ha-
MpaBIeHUN IS pelleHUs IIPoOJIeM U YIy4IIECHUS
pe3yJIbTaToB.
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Hamu Oblia mpoBeneHa olleHKa COOCTBEHHBIX
pe3yJabTaTOB PEBU3MOHHOIO 3HAOMPOTE3UPOBAHUS
IIpY IMEPUINPOTE3HON MHMPEKLUUU Ta300eIpeHHOTO
U KoJieHHOoro cycTtaBoB. IIpu ucnonb3oBanuu y 78 ma-
LUeHTOB ¢ ri1yookoii ITTTM ogHO3TanmHOro Uu IBYX-
9TalHOTO PEBU3UOHHOIO 3HJOIPOTE3UPOBAHUS yIa-
JIOCh JOCTUTHYTh MOJIOKUTEJIBHOIO pe3yjbTaTa Jieue-
HUS B BUJIE KyMTMPOBAHUS MH(PEKIIMOHHOTO Tpoliecca
B 64,1 % cinyuaes. [IpencraBisieT UHTEpPEC CpaBHEHUE
MOJYYEHHBIX Pe3yJIbTATOB C JAHHBIMU OTEYECTBEHHbIX
CMELMATMCTOB MO aHAJOTMYHOM npobieme. A.M. Ep-
MAaKOB U COaBT. OMYOJIMKOBAJIM MaTepuas o IpoBele-
HUU OJHO3TAITHOTO PEBU3UOHHOIO 3HIAOMNPOTE3UPO-
BaHuUd 14 manuyeHTaM ¢ NEPUIIPOTE3HOM MHpeKIIuen
Ta300eAPEHHOr0 CyCcTaBa, KOTOPOEe 00ECIIeUnIO KyIlu-
poBaHue MHPEKIIMOHHOIO Ipoiecca B 86 % ciyya-
eB. bbL10 OTMEYEHO, YTO MTOJUMUKPOOHAsI MH(EKIIMS
U BBIBUX 9HJOIPOTE3A HA PAHHEM CPOKeE I0ocJie oIe-
paluu SBWIMCh HETaTUBHBIMU (haKTOpaMMU, TTOBJIUSIB-
IIAMU Ha pe3yabTar JeyeHus [6]. B Hamem mccieno-
BaHUMU IIPU IIpoBeAeHUU ogHoaTanHoro PO 30 mamu-
entaM c I1I11M1 tazo0eapeHHOro cycraBa I10J0XKUTEIb-
HbBII pe3ynbrar ObUT MmojydyeH y 63,3 % maiueHToB,
TO €CThb B MEHbUIEM IPOLIEHTE CAy4yaeB, YEM Y HUC-
cliefoBaTesieii, OgHAKO 0e3 CTaTUCTUYECKN 3HAYMMOM
pa3HULIbL. DTU K€ aBTOPHI IIPU OLIeHKe 3((HEKTUBHO-
CTU JBYXATAITHOTO PEBU3MOHHOIO 9HAOIPOTE3UPOBA-
HUs y 172 mauueHToB ¢ IepUIpoTe3HON NHMpeKIue
KOJIEHHOT'O M Ta300eJIpeHHOro CycTaBoB [6] ycraHO-
BWJIM, YTO JAHHbBIMA BUJ ONEPATUBHOIO JIEYEHUS T10-
3BOJISIET TTOAABUTH THOWMHO-BOCTIAJIMTEIbHBIN TIPOLIECC
B 86,7 % ciyuaes (B 83,3 % cnydaes — nipu [11TU ko-
JeHHoro cycrtasa, B 90,2 % ciyyaeB — nipu [1I1U Ta-
300eapeHHOrO cycraBa). B cratbe A.C. TpsnuuHu-
KOBa U COABT. MPUBOJSATCS PE3YJIbTAThI IBYX3TAITHOTO
sHaonpoTe3npoBanus 23 nauueHToB ¢ I1I1M Tazobe-
JIpeHHoro cyctaBa [13]. ABTopbl OTMEUalOT, YTO 3¢-
(beKTHBHOCTb ABYX3TAITHOTO METO/Ia, CBSI3aHHA C Ky-
MMpPOBaHWEM MHMEKLIMOHHOTO Ipoliecca, COCTABIISET
87 %, a TakKe BbIAEJSIIOT (DAKTOPHI, YBEIMUYMBAIOLIIE
BEPOSITHOCTb PELMAMBA MHMEKIIMU: HAIUYUE Y Ta-
LyeHTa BUpycHoro renatuta B mim C, 30710TUCTOrO
cTaMJIOKOKKA 1 CENTUYECKNE PEBU3UU B aHAMHE3E.
ITo HamMM JaHHBIM, IpUMEHEHUE ABYyXATallHOro PO
y 40 mauueHTOB mo3Boyuio Kynuposath IITTHU ko-
JIeHHOTOo cyctaBa B 68,4 % ciydaes (y 13 u3 19 na-
unenTtoB), [1ITH tazobeapenHoro cycrasa — B 76,2 %
cay4daeB (y 16 u3 21 maumenTa). [1pu ucrnoas3oBaHumn
HaMU AByX3TanHoro PO ObUI Hoy4yeH MEHBLIMIA IIPO-
LeHT ciay4yaeB KynupoBaHus I1ITM xojgeHHoro u ta-
300€IpEHHOr0 CYCTaBOB, YeEM Y YKa3aHHbBIX aBTOPOB.

B oTiMuue oT npeacTaBieHHbIX B JIMTEpAType aHa-
JIN30B PE3YJIbTATOB PEBU3MOHHOIO SHIONPOTE3UPOBA-
Hus npu IIITM KpynHBIX CycTaBOB, B HallleM MCCJIe-
JIOBaHUH MbI UCIIOJIb30BaId pa3padoTaHHbIA B MIpKyT-
CKOM HayyHOM LIEHTPE XUPYPrud U TPaBMATOJIOTUM
XUPYPTUYECKUI aJITOPUTM, ITO3BOJISIIOLINI BHIOpPATh
Bun PO. IlpuMmeHeHue ajaropurMa I103BOJIMJIO CTaTU-
CTUYECKHU 3HAYMMO YJIYUYIIUTh PE3YJIbTAThl ABYXITAll-

OpurnHaneHble cTaTbn
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Horo PO u noburtsca kynuposanus I1ITU B 87,5 %
CJIy4aeB, YTO COOTBETCTBYET JIMTEPATyPHBIM JTaHHBIM.
IIpencraBieHHble B ajlroputrMme (akTopbl U KpuUTe-
pUU MO3BOJWIN MOATBEPAUTH OOJbIIYIO 3(h(HEKTUB-
HOCTb AByX3TalHoro PD, a Takxke oIpenesiuTh Bepo-
SITHBIE TIPUYMHBI OTPULIATEILHBIX PE3yJbTAaTOB JieUe-
Hus. HenocraTouHas 3¢ ¢GeKTUBHOCT OAHO3TAIIHOIO
P3 u ycraHoBIeHHBII 00Jiee BBICOKUIA PUCK OTpUIIa-
TeJBLHOTO pe3yJIbTaTa MpU ero MPpUMEHEHUM T10 CpaB-
HEHUIO C IBYX3TanHbIM PD mociyXuin ocHOBaHUEM
IIJIs1 oTKa3a oT ucnosib3oBaHus npu I1ITM ogHosTam-
Horo PD B Halleil KIIMHUKE.

IIpu ananu3e oTpuLATEIbHBIX Pe3yabTaToB PO,
KOTOpbIe BO3HUKJIK y 28 manueHTos, y 11 (39,3 %)
ObLIM BBISIBJICHBI (haKTOPHI, CIIOCOOCTBYIOIIME IMOI-
nepxanuto IIIT: HeBepHbIl BhIOOp Buaa PD, o00-
IHpHBIE Ae(EKTHl KOCTHOM TKaHW W TMOJHAJIJIEPTUSL.
JaHHble (paKTOpbI, HA HAI B3IJIsIA, SIBUJIUCH BEPOSIT-
HBIMHU TIPUIMHAMU TTPOIOJIKAIONIETOCS MHMEKIIMOH-
HOTO IIpoliecca B 30He 3Haomnpore3a. OOLIMpHEIE Jie-
(beKTBhI KOCTHOM TKAaHU, MOJIHAJUIEPTUS TaKKe OTpa-
JKEHBI B aJITOPUTME KaK KpUTePUH, KOTOPble HEOOXO0-
IUMO YYWUTHIBATh MPU BHIOOPE XUPYPTUUECKON TaK-
tuku. Y 17 (60,7 %) naiueHTOB He ObLIO BBISIBICHO
HeOaronpusTHeIX (hakTopoB. IloaydyeHHbIE TaHHBIE
CJIy>kaT OCHOBaHUEM JUIS TaJbHEMIIeTro n3ydeHus 10-
MMOJTHUTEJIBHBIX (haKTOPOB, KOTOPBIC IPEMSATCTBYIOT
kynupoBanuto ITITH.

3AKJTHOYEHUE

AHanu3 pe3ysNbTaToB PEBU3MOHHOTO 3HIOIPOTE-
3UPOBAHUS TIPU TIEPUITPOTE3HONM MH(MEKIIUM TTO3BOJIMIT
MoATBepAUTh 3((HEKTUBHOCTh NPUMEHEHUS MPEaIo-
JKEHHOTO aJITOpuTMa IIJIs BBIOOpa BUAA OIEepPaTUBHO-
ro BMeIIaTeJIbCTBa, YCTAHOBUTH HAM0O0IbLIYIO 3 heK-
TUBHOCTb JIBYX3TAITHOTO PEBU3MOHHOIO 3HIOIPOTE-
3UPOBAHMS TIO CPABHEHMIO C OMHOITAIMHBIM, a TaKXkKe
OIPEICIUTD BEPOSTHBIEC TPUUMHBI OTPUIIATEIHHBIX Pe-
3yJIbTATOB JICUYECHMUSI.

Hcronb3oBaHue OMHOATATHOTO U ABYXITAITHO-
IO PEBU3MOHHOTO 3HIOINPOTE3UPOBAHUS TTO3BOJUIO
MOJTYYUTD TTOJOXUTEIbHBIN pe3yabTaT B BUAC KyIH-
poBaHus MH(EKIMOHHOrO Tpoiecca B 64,1 % ciy-
yaeB. Hegocrarounast 3¢p¢eKTUBHOCTb IIPUMEHEHUS
PO oOycnopieHa pe3yibTaTaMyd OJHO3TAHOTO PD,
Ha JI0J110 KoToporo npuxoautcs 44,7 % cnydaeB Hey-
nau kynupoBaHus ITTTM. Taktuka BeIOOpa AByXaTall-
Horo PO cornacHo pa3paboTaHHOMY aJITOPUTMY I10-
3BOJISIET B 4 pa3a yMEHBIINTh PUCK TTOJTYYeHUS OTPU-
LIaTeJIbHOTO pe3yjbTaTa, IMPU TOM ITOJOXKHUTEIbHBII
pe3ysbTar JiedeHusT focturaercs B 87,5 % ciydaes.

BeposTHBIMU TIpUYMHAMM TIOAAEPKAHUS TIePH-
MIPOTe3HON MHpeKun 1mociie PO gBISIOTCS: HeBep-
HBI BBHIOOp BHUAA XUPYPTUUECKOTO BMEIIATENIbCTBA;
HajJu4ue OOIIMPHBIX KOCTHBHIX Ae(EeKTOB; HaIW4ue
noauauiepru. Jns cHKeHUsT KoJInJdecTBa OTpuUlia-
TeJIbHBIX pe3yabTaToB PO npu I1IIM HeoOxogum mo-
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WUCK JOIOJHUTEIBHBIX (haKTOPOB, HE ITO3BOJISIOLIMX
JIIOCTUTHYTh KyIUPOBAHUS IIEPUIIPOTE3HON MHPEK-
LIMA, U HOBBIX IOAXOAOB K IMPOMUIAKTUKE U Jieue-
HUIO 3TOTO TSKEIOTO OCIOKHEHMS.

JINTEPATYPA / REFERENCES

1. ExoB MN.1I0., Koputkun A.A., boopos M.U., 3a-
rpekoB B.W., IllebameB A.B. IIpobGiema rHoitHO-HEKpPO-
TUYECKUX M PAHHUX THOMHO-CENMTUYECKUX OCIOXHEHUI
MpU 3HIONPOTE3UPOBAHNU Ta300eIPEHHOro0 CycTaBa.
Becmuux Hayuonaibnoeo meouko-xupypeuueckozo yenmpa
um. H.U. Hupoecosa. 2010; 5(1): 22-25 [Ezhov 1Yu, Korit-
kin AA, Bobrov MI, Zagrekov VI, Shebashev AV. Problem
of inflammatory-necrotic and early inflammatory-septic
complications after hip joint arthroplasty. Bulletin of Piro-
gov National Medical & Surgical Center. 2010; 5(1): 22-25.
(In Russ.)].

2. dxosemmu C., IlapBusu [. KTo momxeH 1e4uTh
MEePUIIPOTE3HYI0 MH(PEKIINIO: HEOOXOINMMOCTh MYJIBTUINCIIM -
IUIMHAPHOTO Ttoaxona. 1pasmamonoecus u opmonedus Poccuu.
2019; 25(4): 28-32. [Yacovelli S, Parvizi J. Who should man-
age periprosthetic joint infection? The case for a multidis-
ciplinary approach. Traumatology and Orthopedics of Russia.
2019; 25(4): 28-32. (In Russ.)]. doi: 10.21823/2311-2905-
2019-25-4-28-32

3. IMaBnoB B.B., Camomoii M.A., Ilpoxopenko B.M.
CoBpeMeHHbIe aCMeKThl TUArHOCTUKUA M XUPYPrHUUECKOTO
JIeYeHMST MMALMEHTOB C MEPUIIPOTE3HOM MH(pEKIIel Ta3o-
OegpeHHOro cyctaBa (0030p auTepaTypnl). 1pasmamonocus
u opmoneous Poccuu. 2015; 21(1): 116-128 [Pavlov VV, Sa-
dovoy MA, Prokhorenko VM. Modern aspects of diagnostic
and surgical treatment of patients with hip periprosthetic
infection (review). Traumatology and Orthopedics of Russia.
2015; 21(1): 116-128. (In Russ.)]. doi: 10.21823/2311-2905-
2015-0-1-116-128

4. Bunknep T., Tpammym A., Penn H., Ilepka K.,
boxkoBa C.A. Knaccudukanus 1 aaroputM IMarHOCTUKU
¥ JICYSHMs IIePUIIPOTE3HON MH(PEKIUU Ta300eIpeHHO-
ro cycrasa. Tpasemamonocus u opmoneous Poccuu. 2016;
22(1): 33-45. [Winkler T, Trampuz A, Renz N, Perka C,
Bozhkova SA. Classification and algorithm for diagnosis
and treatment of hip prosthetic joint infection. Traumatology
and Orthopedics of Russia. 2016; 22(1): 33-45. (In Russ.)].
doi: 10.21823/2311-2905-2016-0-1-33-45

5. Bomommn B.I1., Epemun A.B., OmkykoB C.A.
PesynbTaThl XMpyprudecKoro JeueHus TIy0OKOM TepuIpo-
Te3HOU MH(pEKIU Ta300eApeHHOTo cycTaBa. [lpakxmuyeckas
meduyuna. 2016; 4-1(96): 67-70. [Voloshin VP, Eremin AV,
Oshkukov SA. Results of surgical treatment of deep pros-
thesis hip joint infection. Practical Medicine. 2016; 4-1(96):
67-70. (In Russ.)].

6. EpmakoB A.M., Kmommn H.M., A6abkos 10.B.,
TpsamuunukoB A.C., KoromkoB A.H. OgHosTanHoe peBU3N-
OHHOE 3HIONPOTE3UPOBAHME TIPU JICUEHUU TIEPUITPOTE3HOM
nH(pEeKIK Ta300eIpeHHOro cycraBa. fexuti opmoneduu. 2018;
24(3): 321-326. [Ermakov AM, Kliushin NM, Ababkov IuV,
Triapichnikov AS, Koiushkov AN. Efficiency of two-stage

revision arthroplasty in management of periprosthetic knee
and hip joint infection. Genij Ortopedii. 2018; 24(3): 321-326.
(In Russ.)]. doi: 10.18019/1028-4427-2018-24-3-321-326

7. Jleonosa C.H., I'pumyk A.H., Kameka A.JI. Cnoco6
onpedeneHuss Xupypeueckol makmuku pesu3UOHH020 IHO0-
npomesuposaHusi KPynHolX Cycmasos npu UHGEKUUOHHOM
ocroxcrenuu: Tlat. Ne 2692960 Poc. @enepanus; MITK
AG61B 17/56 (2006.01). Ne 2018123929; 3assi. 29.06.2018;
ony0a. 28.06.2019. [Leonova SN, Grischuk AN, Kame-
ka AL. Method for determining surgical tactics for revision
arthroplasty of large joints in case of infectious complica-
tion: Patent No. 2692960 of the Russian Federation. 2019.
(In Russ.)].

8. Lllyonsaxkos M.U., boxkoBa C.A., Aptiox B.A.,
Jlusenuos B.H., Kounmr A.A., AdanacreB A.B. biu-
XKaWIIMA pe3yabTaT JeYEeHUsl NalyeHTa C MePUIPOTE3HOM
nHbeKueil Ta300eApeHHOro cycraBa. Becmuuk mpaema-
mosnoeuu u opmoneduu um. H . H. IIpuoposa. 2017; (4): 52-55
[Shubnyakov 11, Bozhkova SA, Artyukh VA, Liventsov VN,
Kochish AA, Afanas’ev AV. Early treatment result in a pa-
tient with periprosthetic hip infection. N.N. Priorov Journal
of Traumatology and Orthopedics. 2017; (4): 52-55 (In Russ.)].
doi: 10.17816/vt0201724452-55

9. Kuiper JWP, Rustenburg CME, Willems JH, Ver-
berne SJ, Peters EJG, Saouti R. Results and patient re-
ported outcome measures (PROMs) after one-stage revision
for periprosthetic joint infection of the hip: A single-centre
retrospective study. J Bome Jt Infect. 2018; 3(3): 143-149.
doi: 10.7150/jbji.24366

10. MBanos I1.I1., KopaunoB H.H., Kynsa6a T.A. Pe-
BU3MOHHbBIE XUPYPruieckre BMeIaTeIbCTBA IPU MEPUTTPO-
Te3HOU MH(MEKIMU KOJIEHHOTO cycTaBa (0030p JIUTepaTyphl).
Kagedpa mpaemamonozuu u opmoneduu. 2017; 1(21): 38-46.
[Ivanov PP, Kornilov NN, Kulyaba TA. Surgical interven-
tions for treatment of infected total knee arthroplasty (lit-
erature review). Department of Traumatology and Orthopedics.
2017; 1(21): 38-46. (In Russ.)].

11. MypsuteB B.1O., Kykosenko I'.A., Enuzapos I1.M.,
WUsanenko JI.P., Copokuna I'.JI., Pykun f.A., u np.
AJITOpUTM IIEpBOTO 3Tama JIeYeHUSI MO3OHEU TJIyOOKOit
MepUIIpoOTe3Holl MHPEKIUU Ta300eIpeHHOro CycTaBa.
Tpasmamonoeus u opmonedusi Poccuu. 2018; 24(4): 95-104.
[Murylev VY, Kukovenko GA, Elizarov PM, Ivanenko LR,
Sorokina GL, Rukin YA, et al. The first-stage treatment
algorithm for deep infected total hip arthroplasty. Trau-
matology and Orthopedics of Russia. 2018; 24(4): 95-104.
(In Russ.)]. doi: 10.21823/2311-2905-2018-24-4-95-104

12. Jleonosa C.H., Kameka A.Jl., I'pumnyk A.H. Aneo-
DPUMM 0KA3aHUs NOMOWU NAYUeHmam ¢ ungexyuei ¢ obaacmu
XUPYPUHECK020 8MeUlamenscmea npu 3HO0NPOME3UPOBAHUU
KPYRHbIX CYCMAB08: MemoouyecKue peKkoMeHOauuu no npume-
HeHUto Ho8oU meduyunckou mexnonoeuu. Upkyrck: MHLIXT;
2019. [Leonova SN, Kameka AL, Grishchuk AN. Algo-
rithm for treatment of the patients with surgical site infection
at the large joints replacement: Guidelines for the use of new
medical technology. Irkutsk; 2019. (In Russ.)].

13. TpanuynukoB A.C., Kammmnos b.B., Konorsi-
rud [.A., benokpruioB H.M. Pe3ynbrarsl IBYX3TaITHOIO
SHAOMPOTE3UPOBAHUSA Y TMAIMEHTOB C MEPUIPOTE3IHON

OpuriHasneHble cTatbn
Original articles



bankansckuin meguumHeknn »xypHan, 2024, Tom 3, Ne 1

Baikal Medical Journal, 2024, Vol. 3, No 1

nHdeKImeil Ta300eIpeHHOro cycraBa (pPeTpPOCIIEKTUBHOE
KOoropTHoe ucciaenoBanue). lexuii opmoneduu. 2022; 28(2):
173-178. [Triapichnikov AS, Kamshilov BV, Kolotygin DA,
Belokrylov NM. Outcomes of two-stage revision arthroplasty

WHdbopmMupoBaHHoe cornacue Ha ny6avmkauuio
ABTOPbI MOMYYNIN MUCbMEHHOE COMMacve NaUveHTa Ha aHanms 1 ny-
GAVKALWIIO MEOVLIMHCKIX AaHHBIX.

CooTBeTCTBME NPUHLMNAM 3TUKU
MpoTokon uccnenoBaHus Obil 0A06PEH NIOKaIbHBIM 3TUHECKMM KOMU-
TeToM. OnobpeHne 1 MpoLedypy NPOBEAEHUS MPOTOKOA MOyYan No
MPUHLMNaM XeNbCUHKCKOM KOHBEHLN.

KoH(nukT uHtepecos
ABTOPbI AEKNAPUPYIOT OTCYTCTBME SBHbIX M MOTEHLMATbHBIX KOHMDVK-
TOB VHTEPECOB, CBA3aHHbIX C MyOAnKaLumen HaCTOALLEN CTaTbu.

UcToYHUK (hbrHaHCUMpOBaHuA
ABTOPbI feKNapupytoT OTCYTCTBUE BHELUHEro uHaHCMpPOBaHNS
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METOLO0JIOMrMA CO30AHNSA UHANBUAYAJIbHON MOLENN 340POBbS YEJIOBEKA
C NCNOJIbBOBAHUEM NCKYCCTBEHHOI'O UHTEJINIEKTA

CrtenaHeHko [.A. 1, Maenos B.WN. 2, Kosnosa H.M. 1

1 ®rBOY BO «/pKyTCKuMii FrocyaapCTBEHHbIV MEAULMHCKMUIA YHUBEpCUTET» MuHaapasa Poccum (664003, . MpKyTck,
yn. KpacHoro BoccTanus, 1, Poccus)

2 TAY3 r. MockBbl «MOCKOBCKUI Hay4HO-NPaKTUYECKNIA LIEHTP MEOMLMHCKON peabunirauum, BOCCTaHOBUTENbHON
1 cnopTuBHon MmeguumHbl meHn C./. Cnacokykoukoro [enaptameHTa 3gpaBooxpaHeHns ropoga Mocksbl»
(105120, r. Mocksa, yn. 3emnsaHoi Ban, 53, Poccus)

PE3IOME

AKTyanbHOCTb. B COBPEMEHHOM MUPE POSib UCKYCCTBEHHOMO MHTENNEKTa B 30PaBOOXPAHEHNN CTAHOBUTCHA BCE
6onee CyLLIECTBEHHOWM, MPENOCTaBASAA HOBble BO3MOXHOCTU ONs Npeobpas3oBaHnsa TPaaMLIMOHHBIX METOOOB Ava-
FHOCTUKM, NeYeHnst 1 ynpaBneHust MeAVNLMHCKAMW OaHHbIMW. STOT TEXHOMOMMYECKUI NMPOPLIB HE TOMBbKO YyyllaeT
3P PEKTUBHOCTL MEAMLIMHCKMX NPOLIEOyP, HO M OTKPbIBAET HOBbIE MEPCMNEKTMBLI B 06/1aCTN MPEeaoTBPaLLEeHNS
1 neveHns 3aboneBaHuin.

LUenb ctatbu. [MogqepkHyTb HEOOXOONMOCTb CO3AaHNSA NHOMBUOYyAbHOM MOAENM 300P0Bbst C UCMOb30BaAHVEM
WCKYCCTBEHHOIO WHTENNEeKTa AN NOMOLLY YeNOBEKY B OOCTVKEHUN U NOOAEPKaHWN ONTMMAaNbHOr0 COCTOSIHUSA
300P0Bbs 1 6aronony4ns.

B obnactu nepcoHanMsmpoBaHHOMO NEYEHNSA UCKYCCTBEHHbBIN MHTENEKT UMPAET BXKHYIO POJb, YHUTbIBAS YHUKAbHbIE
XaPaKTEPUCTUKN KaXKOOro naumeHTa. AnropUTMbl aHaNN3NPYIOT MEHETUHECKYHD MHDOPMAaLIMIO, NCTOPUIO B60NE3HN
W peakumm Ha npedblaoyLime BUabl Tepannn ans paspadboTkm ONTUMasibHbIX MNAaHOB fleYeHnst. OTO OTKPbIBAET MyTb
K MIHOVBMAYaANM3UPOBaHHON MeQULIMHE, rOe NOOX0oa K KaxkAOMY NaLneHTy POopMUPYETCHA HA OCHOBE €0 YHUKabHbIX
OCOBEHHOCTEN.

HecMoTpsa Ha BCe NOAOXKUTENbHbIE aCNeKTbl, BHEOPEHWE VCKYCCTBEHHOIO NHTENEKTA B 300aBOOXPAHEHNE TaKkKe
NOAHUMAET BOMPOCHI KOH(MUAEHUMANBHOCTN OaHHbIX, STUYECKNX aCMeKToB U 6e30macHOCTM TexHonorun. OgHako
€CNM 3TV BOMPOChI ByayT PELLEHbI, MICKYCCTBEHHbIN MHTENNEKT 0OELLIAET 3HAYUTENBHO YNYYLLIUTL Ka4eCTBO 1 AOCTYM-
HOCTb MEOMLIMHCKOWM MOMOLLIM, OTKPbIBas HOBbIE MOPU30OHTLI B 06M1aCTV 30PaBOOXPAHEHNS.

Pesynbratbl. B 3701 CTatbe Mbl OMWCbIBAEM MPOPbIBbI B TEXHOMNOMMSAX WCKYCCTBEHHOIO MHTENNeKTa 1 buomean-
LIMHCKMX MPUIOXKEHUSIX, BbISBNSEM NPoOemMbl MPUMEHEHNS 1 AanbHENLLEro pa3suTms B crUcTeMax MeayUMHCKOrO
WNCKYCCTBEHHOIO MHTEMNEKTa 1 0600LLaeM SKOHOMUYECKME, MPaBOBbIE U COLMalbHbIE MOCNEACTBUSA NCMONb30BaHNSA
WCKYCCTBEHHOIO NHTENEKTA B 3APaBOOXPAHEHWI, NPeasaraeM CxXemy NoCTPOEHNA MOAENM MHAVBUAYaNbHOMO 340-
POBbSt HENOBEKA C UCMONB30BAHMEM UCKYCCTBEHHOIO UHTENNEKTA.

3akntoyeHne. Pe3ynstartbl aHanmM3a COBPEMEHHOW Hay4HOW NUTepaTypbl NO3BOASIOT HaM CAefaTb BbIBOA, O MOTEH-
umane codganHus bonee apdeKTVBHBIX 1 MEPCOHANM3NPOBaHHbBIX MOAXOA0B K NPOBnemMe MHAMBNOYanbHOro 300P0-
Bbs1 C MCMOb30BaHNEM NUHTEMPUPOBAHHbBIX TEXHOMOMIN MCKYCCTBEHHOIO MHTENMNEKTa. [1peanoXeHHas MeTogonorng
MOXXET MOCNY>XXKNTb OCHOBOW Af151 Pa3paboTKM MHHOBALWIOHHBLIX CUCTEM MOAAEPXKKMN MPUHATUS PELLEHW B 061acTu
MEAVLIMHbBI 1 MOBbILLEHNS Ka4eCcTBa OKadbiBaeMOW MEeNLIMHCKOW MOMOLLIN.

KnrouyeBble croBa: 1ICKyCCTBEHHbIV MHTEIEKT, MOAE b MHAVBMAYAIbHOMO 340/00BbS, MNepCOHAM3UPOBaHHas MeuLivHa

Ansa untnposaHua: CtenaHeHko O.A., MNMasnos B.V., Kosnosa H.M. MeTtogonorusa cosganns nHaMsuayanbHoOm
MOAENN 3A0POBbS HENOBEKA C UCMOIb30BAaHNEM UCKYCCTBEHHOIO NHTENNEKTA. barikaibCKui MeaULIMHCKUY Xyp-
Han. 2024; 3(1): 28-37. doi: 10.57256/2949-0715-2024-3-1-28-37
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METHODOLOGY FOR CREATING AN INDIVIDUAL HUMAN HEALTH MODEL
USING ARTIFICIAL INTELLIGENCE

Stepanenko D.A. 1, Pavlov V.I. 2, Kozlova N.M. '

T Irkutsk State Medical University (664003, Irkutsk, Krasnogo Vosstaniya str., 1, Russian Federation)
2 Moscow Centre for Research and Practice in Medical Rehabilitation, Restorative and Sports Medicine of Moscow
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ABSTRACT

Background. In the modern world, the role of artificial intelligence in healthcare is becoming increasingly significant,
providing new opportunities to transform traditional methods of diagnosis, treatment and medical data management.
This technological breakthrough not only improves the efficiency of medical procedures, but also opens up new per-
spectives in the prevention and treatment of diseases.

The aim. To emphasize the need to create a personalized health model using artificial intelligence to help an individual
achieve and maintain optimal health and well-being.

In the field of personalized treatment, artificial intelligence plays an important role, taking into account the unique
characteristics of each patient. Algorithms analyze genetic information, medical history and responses to previous
therapies to develop optimal treatment plans. This opens the way to individualized medicine, where the approach
to each patient is based on his or her unique characteristics.

Despite all the positive aspects, the introduction of artificial intelligence in healthcare also raises questions of data
privacy, ethical issues and technology security. However, if these issues are resolved, artificial intelligence promises
to significantly improve the quality and accessibility of medical treatment, opening new horizons in healthcare.
Results. In this article, we describe breakthroughs in artificial intelligence technologies and biomedical applications,
identify problems of using and further development in medical artificial intelligence systems and summarize the economic,
legal and social consequences of using artificial intelligence in healthcare, and propose a scheme for constructing
a model of individual human health using artificial intelligence.

Conclusion. The results of the analysis of modern scientific literature allow us to draw a conclusion about the potential
for creating more effective and personalized approaches to the problem of individual health using integrated artificial
intelligence technologies. The proposed methodology can serve as the basis for the development of innovative deci-
sion support systems in medicine and improving the quality of medical care.

Key words: artificial intelligence, individual health model, personalized medicine

For citation: Stepanenko D.A., Pavlov V.I., Kozlova N.M. Methodology for creating an individual human health mod-
el using artificial intelligence. Baikal Medical Journal. 2024; 3(1): 28/-37. doi: 10.57256/2949-0715-2024-3-1-28-37
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AKTYAJIbHOCTb

B coBpemMeHHOM Mupe BCE yallle MOXHO CTOJI-
KHYTbCSI ¢ MHMOpMaliMeid O NMPUMEHEHUNU MCKYC-
crBeHHoro mHreuiekta (M), B yacTHOCTU B 3apa-
BOOXPAHEHUU MCKYCCTBEHHBIM MHTEJUIEKT SIBJISIETCS
BaXXHBIM MHCTPYMEHTOM IPOTHO3MPOBaHUS 3a00Jie-
BaHUU U OLIeHKU (PaKTOPOB pucKa. B ocHoBe paboThI
HWCKYCCTBEHHOI'O MHTEJUIEKTA 3aJI0XKEHbBI aITOPUTMBI,
00y4yeHHbIE Ha 0OJIbIIMX 00bEMaX MEIULIMHCKUX JaH-
HbIX, KOTOPbI€ MOTYT MTPOTrHO3UPOBATh BO3MOXHOCTb
pa3BUTHS TOTO WJIM MHOTO 3a00JieBaHUS, UTO MOMO-
raeT B paHHEM BBISIBJICHUU W TPEAOTBPALIEHUU T10-
TeHLMAJbHBIX PUCKOB ISl 310POBbsi. VIMEHHO uepe3
00yyeHHe MCKYCCTBEHHOI'O MHTEJJIEKTa COBPEMEH-
Hasi MeAWIMHA TUIAHOMEPHO MEePEeXOAUT K KOHILIEI-
LIMA TIPOTHOCTUYECKOM MEIULIMHBI, Te aKUEHT lie-
JlaeTcs Ha MpoduiiakTuke 3a00jieBaHUM, a HE TOJIb-
KO Ha ux JieueHuu [1].

OIHOBPEMEHHO C 3TUM B MEIMIIUHY aKTUB-
HO BHEIAPSIOTCS LMGPOBbIE UHCTPYMEHTBHI XpaHe-
HUS U 00pabOTKM MEIMLIMHCKMX JaHHBIX, YTO Tpe-
OyeT OT CUCTEMbI 3[paBOOXPAHEHUS YMEJOro yIpaB-
JIEHUSI, U UMEHHO T0J BJIMSHUEM HCKYCCTBEHHOIO
WHTEJUIEKTa 3TOT acIleKT MpeTepreBaeT CylIeCTBEH-
Hble U3BMEHEHUSI. ABTOMATU3aLMs TTPOLIECCOB XpaHe-
HUs, 00pabOTKM M aHaav3a JaHHBIX TMO3BOJISET Jie-
yeOHO-TIPOUIAKTUYECKUM YyupexneHusiMm B Poccuu
U B Mupe 3POEKTUBHO OIIEpUPOBATH OOJBIINMU 00b-
émamMu uH@opMaLuu, obecIieurBasi CBEpPXObICTPHIN
JIOCTYyNl K HEOOXOAMMBIM JTaHHBIM Y MOBBILIAS Kaye-
CTBO 1 OOBEKTUBHOCTD IIPUHMMAaEMBbIX pelleHuil [2].

TenemenuuuHcKue mIaTGOPMbL ¢ HOAACPKKOM
WCKYCCTBEHHOI'O MHTEJIJIEKTA OTKPbIBAIOT HOBBIE I'O-
PU30HTBI BO3MOXHOCTEMN VIS YIAJIEHHOTO KOHCYJIBTU-
poOBaHMSI, a TaAKXKE€ MOHUTOPUHTA COCTOSIHUS U OIpe-
JeJIeHUs TMHAMUKU 310pOBbsS MAlIMEHTOB MO BCEM
rnoxkasareyisiM. DTO CTaHOBUTCS OCOOEHHO aKTyallb-
HBIM B KOHTEKCTE IJI00aJIbHBIX KaTtacTpod U MHpHU-
POIHBIX KaTaKJAM3MOB, HAIPUMEp, TaKUX KaK TMaHAe-
MMUsI, KOTJIJa BO3MOXHOCTb YIAJEHHOTO TOCTyNa K Me-
JTUIMHCKOW MOMOIIM CTAHOBUTCS VIS MTAllMeHTa KPU-
TUYECKU BaxkHOI [3].

B cucteme 3npaBooxpaHeHUsT CO3MaHUE UHAUBU-
JNyaJIbHOU MOJEIN 310POBbsSl SIBISETCS pelIalolIuM
1IarOM Ha MYTU K YJAYUYLIEHUIO JIMYHOTO 310POBbS
U O1arococTosiHUS nauueHTa. ITpumMeHsiss UHAUBUIY -
AJIBHBIN TTOAXO/, OCHOBAHHBII HA YHUKAJIbHOM MHO-
rooopasuu IMOTPEOHOCTEM M MPEAIIOUTCHUI KaxKIo-
ro 4esjoBeka, JIOAM MOTYT JOCTMYb CBOMX MOCTaB-
JICHHBIX 1IeJIeil B 00J1aCTU 310POBbSI, CJIEI0BATENIbHO,
BeCTU KOMMOPTHYIO U MOJHOLEHHYIO XU3Hb [4, 5].

B oTOil cTathbe aBTOPBI PACKpPBIBAIOT POJib, KO-
TOPYIO UCKYCCTBEHHbI MHTEJJIEKT MOT Obl ChITpaTh
B CO3JlaHWM WHAMBUIYaJIbHOW MOJEJU 310POBbS
IS UHAMBUJA W JUIS TIPAKTUYECKOTO 3paBOOXpaHe-
HUS B LIEJIOM. ABTOpBI IIpemiaraloT HellaOJIOHHBIN
MOJAXO0J K MOJEIMPOBAHUIO 3M0POBbSI, OCHOBAHHBIN
Ha aHajin3e OOJILLIOro KOJIMYeCTBa CBI3ei U (hpaKTo-

pPOB, BKJIIOUasi COIlMaIbHbIe 1 OMOMEIUIIMHCKIE TaH-
HbIe, TEHETUYECKYI0 NH(POPMALIMIO, UCTOPUIO 00Ie3-
HU U CTPYKTYpPUPOBAHHLIE JaHHBIE 00 00pa3e XKU3HMU.
OCHOBHOE BHUMaHME YIAEISIETCS UCTIOJIb30BAHUIO MC-
KYCCTBEHHOTO MHTEJIJIEKTA JIUISl aHAIM3a CJIOXKHBIX B3a-
UMOCBSI3eN MeXXIy pa3IMYHBIMU (DaKTOpaMu, BIMSIIO-
LLIMMU Ha 310pOBbe ueoBeKa. PazpaboTaHHbIE MOJIE-
JIM CIIOCOOHBI CIIPOTHO3MPOBATh PUCKU 3a00JIeBaHUIA,
ONTUMU3UPOBATh PEKOMEHIAIMU 10 00pa3y XKU3HU
1 TIEPCOHAIM3UPOBATH MTOAXO] K MEIUIIMHCKON THra-
THOCTUKE U JICYSCHUIO.

OBOCHOBAHWE U LIEJSTb PASPABOTKW
MHOMBULOYANIbHON MOAENA

HMunuBuayanbHas MOIEIb 3M0POBbSI — 3TO KOM-
IUIEKCHBIM TOAXOM K YIPaBACHUIO JIMYHBIM 3I0PO-
BbEM U 0J1aroroiyyreM, afalTUPOBaHHbIN K ITOTPeO-
HOCTSIM M TIPEANOYTEHMSIM KOHKPETHOTO Yes0OBeKa.
DTa MoIejb OCHOBaHA Ha MIEe O TOM, YTO KaKIbIi
YeJIOBeK YHUKAJIEH, M ero LeJU U CTpaTeruu B obia-
CTU 3J0POBbS U 0JIaroIoIy4yusl TOJKHBI ObITH pa3pa-
0oTaHBI TAKUM 00pa30M, YTOOLI OTpaXKaTb 3Ty UHIU-
BUIYaJIbHOCTH [6].

HeoOxonuMocTh B pa3paboTKe MHAMBUAYAJIbHOMI
MOJIENIM 3APaBOOXpPaHEHUSI MOXKET ObITh OOYCJIOBIIE-
Ha psaaoM (pakTopoB, BKIIOYAS KeJaHUe TTepCOHAIN-
3UPOBATh MEAULIMHCKOE OOCTy:XKMWBAaHUE, YIYJIIUTh
MMPOTHO3MPOBAHNE pUCKa 3a00IeBaHUI U OIITUMU3U-
poBaTh PeKOMEHIALMY 110 00pa3y Xu3HU. BuiaessioT
clienytolnye (akTopbl, KOTOPbIE MOIYT CIYKUTh 000-
CHOBaHMEM 11 Pa3pabOTKU TaKOil MOJIENN.

NuauBuayanusanus 310poBbs. TpaguliMOHHbIE Me-
TOABI MEIUIIMHCKON TMArHOCTUKHU W JICUCHUS YacTO
MPEAOCTABISIIOT YHUBEPCAIbHBIE PEKOMEHAAIINM, KO-
TOpPBIE HE BCET/IA YIMTHIBAIOT YHUKAJIBHBIC XapaKTepH-
CTUKHU KaxXI0ro yenoBeka. PazpaboTka MHAMBUIYAIb-
HOI MOJIE/IN 3I0POBbsI HAIIpaBJieHa Ha CO3MaHue TIep-
COHAJIM3UPOBAHHBIX TTOIXOIOB K IMAIIMEHTY, YINTHIBAS
reHeTu4eckue, OMoMeIMLIMHCKIE (PaKTOPHI 1 YCIIOBUS
00pasa XXM3HU KOHKPETHOIro MHauBuaa [7].

IIpenckazanue puckos 3a0oseBanmii. Vcrionab3oBa-
HHUE MCKYCCTBEHHOTO MHTEJJICKTa JUISl aHalIM3a JaH-
HBIX TTAllMeHTa MOXET ITOMOYb B 60J1ee TOUHOM Mpe-
CKa3aHUM PUCKOB pa3IM4YHbIX 32a00IeBaHUIA. DTO I0-
3BOJISIET NMPUHUMAThL Oojiee 3P HEeKTUBHBIE MEpPbI
MPOoPUIAKTUKNA U CBOEBPEMEHHOTO BMEIIATEILCTBA
JIJISL TIpeIOoTBpallleHusl pa3BUTUS 3a00jieBaHuUil [§].

OnTuvMu3anus peKoMeHIanuii mo o0pa3y KH3HH.
HMHunuBuayanpHas MOAENb 3I0POBbSI MOXET aHajIu-
3UpOBaTh JaHHbIE 00 0OOpa3e KU3HU, BKIIOYaAsl IH-
TaHue, (U3NYECKYI0 aKTUBHOCTb U YPOBEHBb CTpecC-
ca, 11 IpeToCTaBICHMS TIEPCOHATM3UPOBAHHBIX Pe-
KOMEHIAILMI IO TMOAAEpPKAHUIO 3M0POBBS. DTO TMO-
MOTaeT MOBLICUTH YPOBEHBb COOIONEHUS pPeKOMeH Ia-
LuMii mauveHTamu [9].

OnTuMu3anus MeIUIMHCKOM THATHOCTHKH U Jiede-
HusA. Mcrionb3oBaHMe TEXHOJIOTHI MCKYCCTBEHHOTO
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WHTEJUIEKTA VISl aHAJIM3a MEAULMHCKUX JaHHBIX MO-
JKET MOBBICUTh TOYHOCTh AUArHOCTUKUA U ONTUMU3U-
poBaTb CTpaTeTUM JICUEHUS, YIUThIBAs UHAUBUIYAJb-
HbIe 0COOCHHOCTU manueHTa [3].

CuctemMbl MOAIEPKKA NMPUHATHA pemieHmii. Ham-
BUAyaJbHasl MOJEIb 3J0POBbSI MOXET CIY>XUTb OC-
HOBOW ISl pa3pabOTKX CUCTEM TOAAEPKKU MPUHSI-
TUS pELICHUW B MEAULIMHE, IIOMOTras BpayaMm U Apy-
MM MEIULIMHCKUM CIlellMaJucTaM MpuHUMarth 6oJjiee
MH(MOPMUPOBAHHBIE PEeIIEHUS B 00JIaCTU IUAarHOCTU -
KU, JICUCHUS U YIPaBJICHUS 300poBbeM [9].

TakuMm oOpa3zoMm, pa3paboTKa MHAWBUAYAJIbLHOM
MOJIeJIM 3J0POBbs HalleJeHa Ha yiaydlieHue 3¢ dek-
TUBHOCTHU CHUCTEMBI 3paBOOXPAHEHUS.

eab pa3zpaboTKM MHAMBUAYATBHOW MOJEIN 310~
POBbSI 3aKJIIOUAETCsl B CO3JAHUU CUCTEMbI, KOTOpast
YUUTHIBAET YHUKAJIbHbIE XapaKTEPUCTUKU KaxKI0ro
yeJoBeKa i ONTUMU3ALMU MEIULIMHCKOrO yXoja,
npeaynpexaeHus 3adojieBaHUI 1 00eceYeHUsI Iep-
COHAJIM3UPOBAHHOIO MOAXOAa K YMNPaBJIEHUIO 3[10-
POBBEM.

st co3naHust MHIUBUAYAJIbHON MOJIEIN 310POBbS
IIEPBBIM 11IATOM SIBJISIETCSI COOp MH(pOPMALIUU O TEKY-
1LIEM COCTOSIHUM 3I0POBbSI UeJIOBEKa MyTEM aHKETH-
pOBaHUsl, KIMHUYECKOTO MHTEPBbIOMPOBAHNS, BKJIIO-
yas aHajlvM3 UCTOPUU OOJIe3HU, BPEAHbBIX MPUBBIYEK,
o0pasza XM3HU U BO3ACUCTBYIOIIMX (DAKTOPOB OKpPY-
JKalolleu cpelibl, KOTOPbIE MOTYT MOBJIMSThH Ha 310pO-
Bbe [10]. Dta undopmanus 10KHA ObITh OObEANHE-
Ha C JAaHHBIMU (PUTHEC-TPEKEPOB (HOCUMBIE YCTPOIi-
CTBa, pa3pabOTaHHbIE TSI OTCAEKUBAHUS (PU3UIECKOM
AKTUBHOCTH, 310POBbSl U APYIUX ACTIEKTOB MOBCEM-
HEBHOI1 xXM3HM), HaripuMep, Apple Watch, Samsung
Galaxy Fit, Mi Band ot Xiaomi u ap., 1l co3gaHus
BCEOOBEMITIONIETO MPOGUIs 300POBbSI.

Hanee yenoBeK MOXKEH OMpPENeIMTb CBOM LI
B 00J1aCTH 310POBbSI U XOPOILLIEro CaMOYyBCTBUS, Ta-
KHe KaK CHUXXEHME CTpecca, NOTepsl Beca WU yJyd-
lIeHue KadecTBa cHa [11]. DTa nHMOpMaLIMsI MOXET
OBITh MCIIOJIb30BaHa JJISI Pa3padOTKU MHIUBUAYAJIb-
HOTO IUIaHa MEIULIMHCKOTO OOCIYyXXUBAHUS, YUUThI-
BAlOILIETO YHUKAJIbHbIE MOTPEOHOCTHU, MPEANOUYTEHUS
U o0pa3 KM3HU YeI0BeKa.

MHunuBuayanbHas MOAEIb 310POBbS TAKXKE JOJXK-
Ha BKJIIOYaTh CTpAaTerMv M3MEHEHUs IOBEIeHUS, Ta-
KM€ KaK MOCTaHOBKa 1IeJieii, CAMOKOHTPOJIb U MOJI-
JEPKKa CO CTOPOHBI CEMbU, IPY3€il MM MEAULIMHCKUX
pabdotHukoB. IToaxonpl, ocHOBaHHbIE Ha (DAKTUYECKUX
JTAaHHBIX MEIUIIMHCKOTO BMELIATEIbCTBA, HAIIPUMED,
KOTHUTUBHO-TIOBEIEHUECKasl Tepanus WIW TpaKTh-
KW OCO3HAHHOCTHU, TaKXK€ MOTYT ObITh UCITOJIb30BaHbI,
YTOOBI MTOMOYb YEJIOBEKY BHECTU MO3UTHBHbIE U3ME-
HEHUSI B CBOU MPUBBIYKU B 00JIACTU 30POBbSI U XO-
poiiero caMouyBcTBUs [12].

Kpome Toro, nHauBUayaibHas MOJEb 310POBbS
JIOJKHA OBITh TMOKOM 1 afalTUPyeMOi K U3MEHEHU -
SIM B XXM3HM 4YeJIOBeKa, TAKUM KaK U3MEHEHUS B CO-
CTOSIHUM 3I0POBbsI, pab0OUYMX WIM CEeMEMHBIX 00CTO-
SITeJIbCTBAX WIM JUYHBIX Lejsix [2]. CnemyeT mpoBo-
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JIUThb PETYJISIPHBIA MOHUTOPUHT 1 OLIEHKY COCTOSIHMS
3I0pPOBbSI M XOPOILLIEro CaMOYyBCTBUS YeI0BEKA, UTO-
Obl rapaHTUPOBATb, YTO MOJEJb MPOAOKAET yI0B-
JIETBOPSITH €r0 MOTPEOHOCTU C TEUEHUEM BPEMEHHM.

JpyruMm KJIOUY€BbIM KOMITOHEHTOM WHAWBUIY-
aJIbHOM MOJIeJIM 310POBbS SIBJSIETCS UCMOJIb30BAHUE
TEXHOJIOTUI JUIS TIOAEPKKU U YIYYIIEHUS WHIAUBU-
JIyaJbHOI'O 3J0POBbSI U XOPOILEro cCaMOUyBCTBUS [2].
PerynspHoe ucnofib30oBaHWE MOOUJIBHBIX MEIUIIH-
CKMX MPUJIOXEHUI IS OTCEKUBAHUS MOTPeOIeHNS
MUY ¥ U3NIecKoit akTUBHOCTH («CrpaBOYHUK Bpa-
ya: MKb-10, PJIC», «Apple Healthkit», «Google Fit»
U Jp.), TeAeMeIULIUHbIL IJIS1 YIaJIEHHOIO JOCTYIIa K Me-
JTULIMHCKOM MOMOILIM WU LHM(PPOBBIX MHCTPYMEHTOB
JUJIS1 yIIpaBJIEHUSI CTPECCOM U MTOOLIPEHMST OCO3HAHHO-
ctu (Hampumep, Iipudop Muse mIsl IpoBeneHUs Me-
IuTaluii; Aromeo Sense — 3JeKTPOHHBINA AUPPy30p
JUIS. apoMaTtepanuu; pa3inuyHble reHepaTopbl 6ejoro
1IymMa WM MOOWJIbHBIE MPUIOXEHUS ¢ OOLIMPHBIMU
KaTajoraMy 3BYKOB UM BM3yajau3auuii, Insight Timer,
Slow Radio u ap.) [10].

Taxke BaXKHO YYUTBIBATh POJib COLIMATBLHOM MO -
JIEpXXKKU B UHAUBUIYATbHOW MOJie v 3010poBbs. Mcciie-
JIOBaHMSI MOKA3aJIu, YTO JIFOJAU C CUJIbHBIMU COLIMATIb-
HBIMU CETSIMU C OOJIbLIEN BEPOSITHOCTHIO BHECYT U CO-
XpaHST U3MEHEHUSI B 3I0POBOM OOpase >Xu3Hu [13,
14]. BxirouyeHue colMalibHONI MOAAEPKKU B MOJEIIb,
TaKyl0 KakK ydyacTuMe B I'PYIIOBBIX 3aHATUIX (DUTHE-
COM WJIM TIPUCOEIMHEHUE K TPYyIIle eAUHOMBIIUIEH-
HUKOB, MOXET 00€CIeUnTb UHAUBULY TOTOJIHUTEb-
HYI0O MOTMBALIMIO.

HakoHnel1, BaxXHO NPU3HATh, YTO JJUYHOE 3I0POBLE
U XOpOIllee CaMOUYYBCTBME — 3TO €xXeAHeBHasi pabo-
Ta Ha MPOTSKEHUM BCEU XXU3HU, U WHAUMBUAYaATbHAs
MOJIEJIb 3I0POBbS 1OKHA OTPaXKaTh STOT HENPEPbIB-
HbIH Tipoliecc. Mojiesb 10/KHa MOCTOSIHHO TepecMa-
TPUBATLCSl 1 OOHOBJISITHCS 10 MEpPe HEOOXOOUMOCTH,
YTOOBI TAPAHTUPOBATh, YTO OHA OCTAETCs 3 (HEKTUB-
HOIi B YIOBJIETBOPEHUN MEHSIOIIMXCS ITIOTPeOHOCTEN
U 1ejeit yenoseka [15].

ITonBonst uTor, MOXHO cKa3aTb, YTO UHAUBUIY-
ajibHasi MOJIEJb 3[I0POBbSI — BTO MOJXOJ K yIpaBiie-
HUIO JIMYHBIM 3JI0POBBEM U XOPOILIUM CaMOYYBCTBU-
€M, KOTOPbIii YUUTBHIBAET YHUKAJIbHbIE TOTPEOHOCTH,
LIeJIM ¥ MpeAnouTeHus yeaoBeka. KioueBblie KOMITO-
HEHTbl MOJEIM BKJIIOUYAIOT COOp MEIMILIMHCKON WMH-
¢opmalLu, IMOCTAaHOBKY 1iejieil B 00JIaCTU 31PaBOOX-
paHeHus, MCMOJb30BAaHUE TEXHOJIOTU, BKJIIOUEHUE
COLIMAJIBHOM TTOMIEPKKU U HENPEPbIBHbIA MOHMUTO-
PUHT U oleHKY. Mcnosib3ysl 3TOT MOAXO, JIOAU MO-
IYT JOCTUYb CBOMX lieJieil B 00JaCTU 310POBbSI U XO-
POLLIEro CAMOYYBCTBUS U BECTHU MOJTHOLIEHHYIO XU3Hb.

KnuHuueckass mMeauiiMHa — 3TO HeOTbemieMast
4acThb 3[paBOOXPAHEHUS, KOTOpasl HalpaBjeHa Ha I1-
arHOCTUKY, JieueHUe U IpoduIakTUKy oonesneit. Cos-
JlaHW€ MOJENW WHIAUBUIYAJIBHOTO 3M0POBbS B KJIM-
HUYECKOW MEIMLMHE SIBJISETCS pellaloliuM 11arom
Ha MyTU K TMPEAOCTaBIEHUIO MEPCOHATU3UPOBAHHO-
ro u 3(PEeKTUBHOIO MEAUIIMHCKOIO OOCIIy>KMBaHUS
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rmanyeHTaM. B aTom pasmesne m3iaraeTcs MeTOmOJI0-
rusl co3gaHus Takoi Moaenu (puc. 1).

1. Coop undopmanuu o nanuente. Taxkoil pasaen
JIOJDKEH BKJTIOYATh UCTOPUIO OOJIE3HU, TEHETUUECKHE
3a00JIeBaHM, TEKYIIE CUMITTOMBI, BPeIHbIE IPUBBIY-
KM, 00pa3 XKu3HU U (HaKTOPhl OKPYXKAIOIIE Cpedbl,
KOTOpbI€ MOIYT IIOBJIMSITh Ha 3I0pOBbe. DTa MHPOP-
Malisi MOXeT OBITh TMOJIydeHa C TTOMOIIILIO OIPOCOB
MaryeHTa, U3y4eHus MeIUIIMHCKUX 3amrceil u apy-
I'MX COOTBETCTBYIOIINX MCTOYHUKOB [16, 17].

2. Ounenka noTpedHOCTEI U ejeil nanueHTa. DJTo-
r0 MOXHO JOCTHYb ITyTEM OOCYXKIEHUS C IallleH-
TOM, OIIEHKM €T0 MCTOPUM OOJIE3HU U PACCMOTPEHMS
€ro TeKYIIIeTO COCTOSIHUS 3M0poBbs. llenu manumeHTa
B OTHOIIIEHWM CBOETO 3I0POBbsI TOKHBI OBITH KOH-
KPeTHBIMU, U3MEPUMBIMU U JOCTUKUMbIMU [11].

3. Pa3paboTKa MHIMBHAYAJILHOTO ILIAHA MeIHIHH-
CKOro 00CIyKMBaHHA. DTOT IUIAH IOKEH YIUTHIBATh
YHUKaJIbHBIE TOTPEOHOCTH U MPEATOYTEHUS TTalleHTa
U JOJDKEH OBITh pa3paboTaH TaKUM 0Opa3oM, YTOOBI
IMOMOYb €My JOCTUYb CBOMX IIeJIeil B 001aCTH 3M0PO-
Bbi. [1J1aH 1OJKEH BKITIOYATh KOMOMHALIUIO MEAULINH-
CKUX TpoLIeayp, U3MEHEeHUI 00pa3a X1U3HU U cTpaTe-
ruii camooOcayxxupanus [14, 18].

4. MenunuHCKHE BMEMIATEJIbCTBA, OCHOBAHHBIE
Ha akTHYecKuX AaHHbIX. BbIOOp BMEIIATENbCTB 101~
JKeH OCHOBBIBATHCS Ha TMOCIEIHUX HAYYHBIX JAHHBIX
1 IOJDKEH OBITh amanTUPOBaH K MHAWBUIYAIbHBIM T10-
TpeOHOCTSIM IauueHTa [5, 14].

5. Buenpenue TexHOIOrHil M IM(POBBLIX HHCTPYMEH-
TOB. BO3MOXHOCTU MCITOJb30BaHUS TeICMEIUIITNH-
CKMX TE€XHOJIOTUI, MOOWJIbHBIX MPUIOKEHUN U YMHBIX
HOCUMBIX WIM HUMILUIAHTUPYEMBIX YCTPOMCTB (smart
wearables) MOryT IpenocTaBUTh IallMEHTaM PaCLLIM-
PEHHBII JOCTYI K MEAUIIMHCKUM yCJIyraM U Toamep-
KaTh CTpeMJICHHE TMallMeHTa K 3MO0pPOBBIO, 0Jaroco-
CTOSIHUIO U XOpoluemMy camouyBcTBuio [7, 10].

6. MonuTopHuHT 1 oLleHKa nporpecca. OLIEHUTb U3-
MEHEHMS B COCTOSTHUU TIAIIMEHTa MOXHO C ITOMOIIIBIO
PEryJIsSIpHBIX BCTPEY, CAMOKOHTPOJIS (BelIeHUEe THEB-
HUKa CAaMOYYBCTBUSI) U MCITOJIb30BaHMS COBPEMEHHBIX
TEXHOJIOTMH 1 UG POBLIX MHCTPYMEHTOB, HaIIpuMep,
JIaTYuMKOB (smart-yacel, wearable-mesaiic). Ha ocHo-
Be IMHAMMYECKUX U3MEHEHMI B COCTOSIHUU M MEHSI-
IOLIMXCS TIOTPpeOHOCTEN MalueHTa He00X0AMMO BHO-
CUTh KOPPEKTUPOBKM B TJIAH MEIUIIMHCKOTO OOCIIy-
XuBaHwus [8, 19].

7. Bosiaeyenue nanuenTta B npouecc. CoTpynHuye-
CTBO C MAIIMEHTOM MOXKET 3aKJII0YaThcsl B MHDOPMU-
pPOBaHUU YeJIOBEKA O COCTOSIHUU €0 3M0POBbs, BapH-
aHTax MpOoPUIAKTUKHU, JIEYSeHNUS U KOPPEKIIUHU TTaTO-
JIOTMYECKOTO COCTOSTHUSI, MOOIIPEHUE €r0 K yIaCTHIO
B IIpollecce MPUHITUS PEIIeHUI U TpeaoCcTaBIeHe
€My BO3MOXKHOCTH aKTUBHO Yy4aCTBOBAaTh B CBOEM COO-
CTBEHHOM IYTU K 310POBbI0. BKIIOUEHHLI B Ipo1iece
CaMOITIOMOLLM TTALIMEHT ¢ OOJIbLIe BEpOSITHOCTHIO OY-
JIeT aKTUBEH M MOTMBHMPOBAH Ha BHECEHMUE MO3UTUB-
HBIX U3MEHEHUI U COOJIIOAEHUE CBOEU TpPaeKTOpUU
JIBVKEHUS Ha IyTU K 300poBbio [7, 19].

8. HHTterpamusi ncMxuyecKoro 310pOBbs M 0J1aro-
noayumsi. [lcuxuueckoe u pU3nMUECKOe 310POBbE B3a-
MMOCBSI3aHBbI M B3aIMOOOYCJIOBJIEHBI; HAIMYKME TIPO-
0JIeM C ICUXUYECKHMM 3I0POBHEM MOXKET CYIIICCTBEHHO
MOBIMATH Ha ¢uznueckoe. Hanpumep, ncuxmyeckoe
HanpsoKeHME BBI3BIBACT MBIIIEUHBIN TOHYC U, HA000-
pPOT, MBILLIEYHOE HATPSLKEHUE MPUBOIMT K 3MOIIMO-
HaJIbHOMY OTKJIMKY, a paccjabieHue MBI B3bIBa-
€T CHMKEHHME 3MOIIMOHAIBHOTO HAMPSIKEHUS U TIPU-
BOJUT K YCTIOKOCHUIO, BOCCTAHOBJICHUIO YJaIIEHHO-
ro neixanus [2, 10]. CiuemoBaTeabHO, IIPOBEIEHUE
1 aHaJM3 MEPOIIPUSITHIL TI0 OXpaHe M YIOBJIETBOpPE-
HUe ITOoTpeOHOCTell B 00JIaCTU IICUXUYECKOTO 310PO-
Bbsl JOJIKHBI OBITh BKJIIOUEHBI B TIJIaH BEACHUST M-
IIMHCKOTO OOCTY>KMBAHUS TallMEeHTA.

9. AHamu3 CONMANbHBIX NEeTEPMHHAHT 3I0pPOBbS.
ConmanbHbIe IeTEPMUHAHTHI 3I0POBbS, TAKHME KaK yC-
JIOBUSI TIPOXKUBAHYS, YPOBEHD TOXOA0B, YPOBEHB 00pa-
30BaHMS U TOCTYITHOCTh MEAUIIMHCKOM ITOMOIIN, MO-
T'YT OKa3bIBaTh 3HAUMTEJILHO BIMSIHME HA TTOKAa3aTeIn
310pOBbs YeoBeKa. JJaHHbIe (DaKTOPHI CAEAYeT YIU-
THIBATh IIPU CO3MAHNN WHANBUIYATHHON MOIEIN 310~
POBbsI 1 MAKCUMAJIBHO TTOJTHO CIJIaKUBATh WK yCTpa-
HATb TPETNATCTBUS, KOTOPBIE MOTYT MEIIaTh JOCTYITY
MalyeHTa K MeIUIIMHCKUM YCIIyraM, HeOOXOIMMBbIM
JJISL TIoAAepKaHus 300poBbs [1, 4].

10. ITocTosiHHOE COBEPHIEHCTBOBAHNE MOEJIH.
st 110001 MOIEeNIM BaxKHO IOCTOSIHHOE COBEpPILEeH-
CTBOBaHME, U WHIWBUIyaTbHASI MOIEIb 3I0POBBS
He UCKIouyeHue. JIoOMThCS 3TOro MOXHO IIyTEM aHa-
JIN3a ¥ BKJIIOUEHUS COBPEMEHHBIX HAyYHBIX TaHHBIX,
HCTIOJIb30BaHMS TIEPEIOBBIX TEXHOJIOTUI B IMarHOCTH -
K€ U1 JIeUeHUU, COTPYAHUYECTBA MAIlMEHTOB U MEIU-
LIMHCKUX PaOOTHUKOB B IIPOLECCe PAOOTHI A1 YIyd-
IIEHUsT KayecTBa Yyepe3 OOpaTHYIO CBA3b.

Ha ocHOBaHMM BBILIEU3TIOKEHHOTO XOTEJIOCh Obl
OTMETUTh, YTO CO3MaHWE WHIVWBUAYAIbHON MOIETU
310pPOBbsI — OOBEMHBINM, MHOTOYPOBHEBBIIA M HEIIpe-
PBIBHBII IIpoLiecC, TPEOYIOLIMIA KOMILJIEKCHOIO U Tep-
COHAJIM3UPOBAHHOTO TTOIX0A U CO CTOPOHBI CUCTEMBI
3IpaBOOXpaHEHUsI, M CO CTOPOHBI manueHTa. Ciemyst
TTOIIIarOBOI METOMOJIOTUN, METUITMHCKUE PAOOTHUKHI
MOTYT MPEIOCTABIATh CBOUM MallMeHTaM BBICOKOKA-
YEeCTBEHHYIO 1 TIEPCOHATM3UPOBAHHYIO MEAUILIMHCKYIO
ITOMOIIIb, TTOMOTaTh JOCTUTATh UM CBOUX IIeJIeil B 00-
JIaCTU 3I0poBbs. Pabora ¢ mcMXu4yeckKuM 310POBbEM
MaryeHTa, yY€T COUMAIbHBIX JETEPMUHAHT U CTPEM-
JIeHHEe K TOCTOSITHHOMY COBEPIIIEHCTBOBAHUIO SIBJISI-
I0TCS KJIIOYaMU K YCIIeXy B peaJin3alliyd U BHeIpe-
HUM JaHHOU Moaenu (puc. 1).

M cKycCTBEHHBIM MHTEIIEKT PEBOTIOLIMOHU3UPYET
WHAYCTPUIO 3APAaBOOXPAHEHUST U MOTEHIMAIBHO MO-
JKeT CYIIeCTBEHHO MOBIMSTH Ha TO, KaK OKa3bIBAeTCS
MEeIULIMHCKAS TTOMOIIIb. VIcIonp30BaHMe NCKYCCTBEH-
HOTO MHTEJUIEKTa MPU CO3MaHUM MOJESITN UHIUBUIY-
aJIbHOTO 3J0POBbS MJISI TTPAKTUIECKOTO 3ApaBOOXpa-
HEHUS TOTEHIIMAIbHO MOXKET YJIYULIUTh Pe3yIbTaThl
JIEYEHMST TIALIMEHTOB, CHU3WTH 3aTPaThl U YIYYIIUTh
KayecTBO OOCIIyXXKMBaHUS HalMeHToB (puc. 2) [18].
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LIenoCTHOCTb 1 STUYHOCTb

3apauum: MeTtopgonornyeckune nogxopbi:

e OLeHKa TeKyLLEero CoOCTOAHNS 300POBbA e C60p 1 aHanM3 gaHHbIX

e [lpenckagaHne prCKOB M MPOrHO3MpoBaHMe 3aboneBanHnin | ® licnonb3oBaHne anropUTMOB MalLMHHOMO OBy4eHNst
e [lepcoHanM3npoBaHHbIE PEKOMEHAALIMN MO 06pagdy XXU3HU | ® OKCMepTHble CUCTEMbI 1 MpaBuia BblBOAa

e MOHWUTOPVIHT 1 OTCNEXMBaHVe Mporpecca e VIHTerpauys pa3nmyHbiX UCTOHYHNKOB AaHHbIX

¢ |IHhopMmpOBaHMe NauveHTa e ApanTtauus 1 obpaTHast CBsA3b

MpuHUmnbI: DyHKUMN:

e [lepcoHanusaums e AHa/IM3 1 OLieHKa COCTOSIHVSA 300POBbS

e Hay4Has 060CHOBaHHOCTb e [lpenckasaHne pUCKOB 1 MaToMorui

e [Ipo3padvHoCTb e [lepcoHaNM3MpPOBaHHbIE PEKOMEHOALMN U MaHbl NeYeHNs
e Be30MacHOCTb 1 KOHDUAEHLIMATBHOCTD e  MOHUTOPWHI 1 KOHTPOJb

e [TocTosiHHOE OBHOBNEHWE 1 adanTaLms e  (ObpazoBaHve 1 NHHOPMUPOBaHME

[ ]

Ycnosusa peanusauuu:

LocTyn K faHHbIM

KoHthnaeHumanbHOCTb 1 3alpmTa AaHHbIX
VIHdbpacTpyKTypa 1 TeXHONorm
VIHTerpaums ¢ cucTemon 30paBooXpaHeHs
STn4ecKne 1 NpaBOBble acMNeKTbl
HanéXHOCTb U TOYHOCTb

Pesynbratbl:

e OueHKa COCTOSIHVIA 300P0Bbs

PaHHee BbISIBNEHME PUCKOB 1 NaTONOMiA
[NepcoHannanpoBaHHble peKoMeHAALMM 1 NnaHbl NeYeHns
MOHWTOPWHI 1 KOHTPOSb

Bknto4éHHOCTb naupeHTa

PUC. 1. Mogenb 3450p0Bbs YesioBeka

3TAMN 1 CO3OAHUA MHANBUOYAJTbHOW
MOJEIN 3A0POBbA: CBOP AAHHbIX
M YNPABJIEHUNE NMIA

ITepBbIM 3TanioM B CO3IaHUX MOJEJIU UHAUBUILY-
aJIbHOTO 3/I0POBbS SIBJSIOTCSI COOp JaHHBIX U YIIpaB-
JieHue uMmu. MICKyCCTBEHHbBI MHTEJIEKT obJiaaa-
€T CIIOCOOHOCThIO 00padaThiBaTh OOJbIINE OOBEMBI
JIAaHHBIX U3 PA3IMYHBIX UCTOUHUKOB, BKJIIOUAs JIEK-
TPOHHBIE MEAWIIMHCKWE KapThl, pe3yJbTaThl Jiabo-
paTOPHBIX MCCIIETOBAHUW W JaHHbIE, TOJYyYEHHbIE
OT MAallMEeHTOB, 32 KOPOTKUI MPOMEXKYTOK BPEMEHM.
OTU NaHHbIE MOTYT ObITb MCIOJb30BaHbI IS CO3-
JIaHUSI BCEOOBEMIIIOILIETO U aKTyaJIbHOTO TPOoGhUis
310pOBbs MallME€HTa, BKJIIOYasi €ro MCTopuio 60Jie3-
HU, (PaKTOPHI pHCcKa M TEKyIllee COCTOSHHUE 300pPO-
Bbi [6, 9, 16, 20].

3TAN 2 CO30AHUA MHANBUOYAJTbHOW
MOJEIN 3A0POBbA: NMPOrHO3HASA
AHAJTTUTUKA

OaHUM U3 KJTIOUEBBIX TPEUMYILIECTB UCKYCCTBEH-
HOTO MHTEJUIEKTa MPU CO3JaHUU MOJEIU UHIAUBUILY-
AJILHOTO 3/I0POBbS SIBJISIETCS €0 CIIOCOOHOCTh MPOTHO-
3UpOBaTh OyAyllIMe Pe3yabTaThl sl 310POBbs. AJIro-
PUTMbI UCKYCCTBEHHOT'O MHTEJUIEKTAa MOTYT UCIIOJIb30-
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BaTh JAHHBIE U3 HECKOJBKUX MCTOYHUKOB [IJIST BBISIB-
JIEHUSI 3aKOHOMEPHOCTEN U COCTaBJIEHUST MMPOTHO30B
O COCTOSIHMM 3I0pOBBS TanueHta. Hampumep, mc-
KYCCTBEHHBII MHTEJIEKT MOXET OBITh MCITOJIb30BaH
JUIST IPOTHO3MPOBAHMST pUCKA PA3BUTHUS Y IMallMeHTa
OIpeaeEHHOro 3a001€BaHUs, TPOTHO3UPOBAHUS Be-
POSITHOCTH TTOBTOPHOM TOCITUTAIM3ALIMM U BBISIBIICHUS
MMaIlMeHTOB C BHICOKMM PHUCKOM TaJeHUI M TpaBMa-
tusMa [6, 9, 16, 20].

3TAN 3 CO3OAHUA MHANBUOYAJTbHOW
MOJEN 3A0POBbA: UHOANBUAYAJIbHOE
MJIAHUPOBAHUE JIEHEHUA

McKyccTBEHHBI MHTEMIEKT 00J1a1aeT CIoco0-
HOCTbIO aHAJIM3UPOBATh OTPOMHbIE OOBEMBI JdaH-
HBIX, YTOOBI OINpeaeJuTh HaWJyudlllMe BapuaH-
Thl JIEYEHUS I KaXJO0TO OTIAEJbHOTO MalMeH-
Ta. DTO BKJIOUaeT B cebs1 y4ye€T Takux (paKTOpOB,
KakK uctopus 00yie3HU, (PakTOpbl pucKa W MOpe.-
MOYTEeHMS, IJIS CO3MaHUsl UHAWBUAYaJIbHOTO IJja-
Ha JIeUeHUSs, aAalTUPOBAHHOTO K €r0 YHUKAJIbHBIM
notpedHocTsIM. MCKYCCTBEHHBIM MHTEIEKT TakXke
MOXET MPEeaOCTaBISITh PEKOMEHIALINU 10 U3MEHe-
HUIO 00pa3a XXM3HU U BCIIOMOTATEJbHBIM yCIyTraMm,
KOTOPbIE MOTYT YJYUYILIUTh 30pOBbE U OJIArOIONy-
yne mauueHdTa [14, 16, 21].
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9TAMN 4 CO3AHUSA UHAVMBUAOYATIBHOW
MOJENN 3[0POBbSA: MOHUTOPWUHI
N OLIEHKA

M cKyccTBeHHBINT MHTEUIEKT MOXKET HCITOJIb30-
BaTbCs JISI MOHUTOPUHIA U OLIEHKU 3(P(HEKTUBHO-
CTU WHAVBUAYAJbHON MOMIENM 3I0POBBS B pexKUME
peanbHOrO BpeMeHU. HampuMep, 111 MOHUTOPUHTA
pe3yabTaTOB JICUEHUsI, BBISIBICHMS JIIOOBIX HeXela-
TeJIbHBIX PeaKlnii, BHECEHUS HEOOXOINMBIX KOPPeK-
TUPOBOK B TIJIaH JeUeHMSI. AJITOPUTMBI UCKYCCTBEH-
HOTO MHTEJUIEKTa TaKke MOTYT OBITh MCITOJb30Ba-
HBI J1JIs1 OOHApPYKEeHUsI JI00bIX U3MEHEHUI B COCTO-
SIHUU 3J0POBbS IMAllMEHTAa WM PaHHEro IPemymnpex-
JIeHUsI 0 TIOTEHIIMAJIBHBIX TIpodIeMax M yXyIIIeHUN
cocTtosiHusA [22].

3TAMN 5 CO3OAHUSA UHOMBUOYAJIbHON
MOJEJIN 3A0POBbA: UHTEMPALINA

C 9JIEKTPOHHbIM MEOULINHCKUMN
KAPTAMU/UCTOPUAMWU BOJIESHA

McKycCTBEeHHBIM MHTEJIEKT MOXKET ObITh MHTE-
IPUPOBAH C 2JIEKTPOHHBIMU MEIUIIMHCKUMM Kap-
TaMH, 4YTOOBI MPEAOCTABUTH MOJHYIO M aKTyalb-
HYI0O KapTUHY COCTOSIHMS 3M0POBbSI MallMeHTa 4e-
pe3 oOHoBjiIeHME MH(OpMALKMK, B TOM YMCJIE OH-
JlaliH, mpeaynpexiaeHue o0 yrpo3e OCJIOKHEHMt
1 PEKOMEHIAIlNU 10 KOPPEKTUPOBKE TIaHa Jieue-
Hus [9, 18]. Takum oOpaszom, OGiarogapsi MHTErpa-
IIM1 MCKYCCTBEHHOTO WMHTEJJIEKTa C 3JEKTPOHHBI-
MM MEIUIIMHCKUMM KapTaMu U UCTOPUIMU 00Je3-
HU MEIUIIMHCKNE PAaOOTHUKHU MOTYT MOJIYYUTH J10-
CTyn K MH(popMal1, HEOOXOAUMOI JIJISI IIPUHSITUS
00OCHOBAHHBIX PEIICHUI B JICUCHUU U/WJIN YXOmIe
3a TMaleHTOM.

3TAMN 6 CO3OAHUSA UHOMBUOYAJIbHON
MOJEJIN 3A0POBbA:
COBEPLLUEHCTBOBAHME MNMPOLIECCA
MPUHATUNA PELLEHUIA

AJITOPUTMBI UCKYCCTBEHHOTO MHTEJIEKTa MOTYT
IIOMOYb MEAULMHCKUM PaOOTHUKAM IIPUHUMATh 00-
snee 3¢p(heKTUBHBIE U OBICTPbIE PELICHUS B TaKTUKE
paboThl ¢ mauueHToM. Ilpu aHanu3e 00JbIINX O0bE -
MOB JAHHBIX MCKYCCTBEHHBIN MHTEUIEKT MOXKET Ipe-
MOCTaBJISAThL MH(GOPMALIMIO U PEKOMEHIAINH, KOTO-
pbie ObLIM Obl HEBO3MOXHBI MPU «PyYHOM» aHAJIU3E.
BrisiBeHUe TTOTeHIIMAIbHBIX JIEKAPCTBEHHBIX B3au-
MOJCMCTBUIA, oIlpeneieHue Hauboiee 23pPeKTUuBHOM
KOMOMHAILIMU METOJOB JIeUeHUsI U obecrieueHue oec-
MPEePLIBHOTO MOHUTOPMHTA MAllMEHTOB C XpOHUYE-
CKMMHM 3a00JI€eBaHUSIMU — 3TO JIUIIIb YacTh HampaB-
JICHUI, B KOTOPBIX MOXKET 3aKJII0UaThCs peajbHas
IMOMOIIlb MCKYCCTBEHHOTO MHTEJUIEKTa IpaKTUye-
CKOMY 3[IpaBOOXPaHEHMIO.

9TAMN 7 CO30AHUSA UHONBUOYAJIbHON
MOLEJIN 300POBb4A: PACLLUNPEHUE
BO3MO>XHOCTEW KNMHUYECKUX
NCCNEOOBAHUA

McKyccTBeHHBI MHTEJUIEKT 00JIafaeT MOTEeHLIM-
aJIoM JUTS 3HAYUTEIBHOTO YIIYYIIEHUST KaueCcTBa K-
HUYECKUX UCIIBITAHUI. AJITOPUTMBI UCKYCCTBEHHOTO
WHTEJIJIEKTa MOTYT MCITOJIb30BaThCs MJISI BBISBICHUS
MMOAXOISIIINX MAllMeHTOB, IPOTHO3UPOBAHUS PE3YIb-
TaTOB U aHAJIM3a MMOJYYEHHBIX JAHHBIX UCCIICIOBAHMIA.
DTO MOXKET ITIOMOYb YCKOPUTh pa3pabdOTKy HOBBIX M-
TOMOB JICYEHMS, YIYUIIUTh Pe3yJbTaThl TEKYIIIETO Jie-
YEHMSI, TI03BOJISIS TECTUPOBATh METOMIBI JICUEHUST ObI-
cTpee u ¢ Oosblieil TouHOCThIO [14, 24].

3TAMN 8 CO3OAHUSA UHOMBUOYAJIbHON
MOJEJIN 3A0POBbA: YNTYHLLUEHUE
B3AMMOJENCTBMSA C NALUMEHTAMU

McKyccTBeHHBIM MHTEJUIEKT 00JIalaeT MOTEeHLIM-
aJioM UISl YIydIlleHUs] B3aMMOJICHCTBUS C IMalMeHTa-
MM, TIPEIOCTaBIsAs UM TEPCOHATM3MPOBAHHYIO Me-
JMUIMHCKYIO MH(MOPMAIINIO, OTCIEXKUBAs UX IPOrpece
U TIpeiarast UM MOAIEPXKKY U PeCYpPChbl, KOTOPBIE MO-
I'YT IOMOYb MM JIOCTUYb CBOMX IIeJIeli B 00JIaCTH 310~
poBbs. HammpuMep, 4aT-00Thl HA OCHOBE MCKYCCTBEH-
HOTO MHTEJUIEKTa MOTYT IPEIOCTaBIATh MallieHTaM
KPYTJIOCYTOYHBIN HOCTYN K MH(MOPMaLUU 00 UX 310-
pOBbe, BKJIIOYAs Pe3yIbTaThl aHAIM30B, BAPUAHTHI Jie-
YEHUSI U COBETHI I10 yXoAay 3a coboil. McKyccTBeHHBIM
WHTEJJIEKT TaKKe MOXeT OBITh MCITOIb30BaH IS TIpe-
JIOCTaBJICHMS TTallMeHTaM HAaITOMUHAHW 1 OTIOBEIIIE -
HUI 0 puéme JIEKapCTB, 3allMCU Ha IIPUEM U OTCJIe-
KMBaHUS TUHAMUKU.

3TAM 9 CO3OAHUSA UHOMBUOYAJIbHON
MOJEJIN 3A0POBbA: CHNWXXEHUE 3ATPAT

Mcrnonb3oBaHMEe MCKYCCTBEHHOI'O WHTEJIEKTa
MpU CO3JAHUU MOJEJU UHAWBUIYAJTIBHOTO 310POBbS
JUISL TIPAaKTUYECKOTO 3APaBOOXPAHEHUS MOTEHIIMAb-
HO MOXET CHU3UTb 3aTpaThbl 3a CUET YJIYUILIEHUS pe-
3yJIbTaTOB JIEUEHUS MTALIMEHTOB, COKpAIllEHUs TOBTOP-
HBIX TOCIIUTAIM3ALMIA U CHUXKEHUSI paboueil Harpy3ku
MEIUIMHCKUX paboTHUKOB. Hampumep, aaropuTMmbl
WCKYCCTBEHHOT'O MHTEJIJIEKTA MOTYT ObITh MCIIOJIb30-
BaHbI JJIS1 TIPOTHO3MPOBAHUSI TOrO, KaK1e MalueHThl
MOJIBEPTaloTCsl BLICOKOMY PUCKY MOBTOPHOI TOCHHU-
TaJIU3alMU, YTO MO3BOJISIET MEAULIMHCKUM PAOOTHU-
KaM BMELIMBATbCS Ha paHHEW CTaauu W MpeaoTBpa-
1IATh JOPOroCTOsIIIME TocnuTanu3anuu. Kpome toro,
WCKYCCTBEHHBI MHTEJUIEKT MOXET IMOMOYb CHU3UTD
Harpy3ky Ha MeIMLIMHCKUX PAaOOTHUKOB 3a CUET aB-
TOMAaTU3allMM MOBCEAHEBHbBIX 3a7a4 U BbICBOOOXKE-
HUS BpeMEHMU 1J1s1 00Jiee CA0XKHBIX U IOPOTOCTOSIIIMX
npouenyp [20].
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PUC. 2. Mopgesnb 340p0Bbs1 Ye/I0BEKa C UCIMO/Ib30BaHNEM UCKYCCTBEHHOIO uHTEnekTa: EHR — aneKkTpoHHas MeauLmHckKasi

kaprTa (electronic health record)

3TAMN 10 CO3OAHUA MHANBULYAJTbHON
MOJEJIN 3A0POBbA: MOTEHLWAIJI
PA3BUTUA

HMcnonb3oBaHMEe MCKYCCTBEHHOTO MHTEJJIEKTA
MpU CO3MAHUU MOIEIN WHIWBUAYAIHHOTO 3M0POBbS
JUISE TPAKTUUYECKOTO 3APaBOOXPAHEHUs BCE €ll€ Ha-
XOIUTCS B 3a4aTOYHOM COCTOSIHMM, a 3HAYUT CYIIle-
CTBYET OOJIbIION MOTEHLMAJ JJIsl pOCTa U Pa3BUTHS.
B OynyiiieM MCKYCCTBEHHBINA MHTEJUIEKT MOXKET OBbITh
HCTIONIB30BaH ISl TIPOTHO3UPOBAHUS pacIpocTpaHe-
HUSI MH(PEKIUOHHBIX 3a00JeBaHuil, MOHUTOPUHIA
(bakTOpPOB OKpYKalOLIEW Cpelibl, BAMSIONIMX Ha 3/10-
pOBbe, U 00ECIeYeHNsT MOHUTOPUHTA B PeKUME pe-
aJTbHOTO BPEMEHM U JIeYSHMS MAllMeHTOB C XpOHUYE-
cKuMU 3a0ojeBaHusIMu [26]. MICKycCTBEHHbII MHTE-
JIEKT TaKXe MOXET ObITb MCMOJIb30BaH IS CO3aHUS
WHAVNBUIYATBHBIX TUIAHOB (DU3NMYECKMX YIPAKHEHUI
YU TIMTaHUS, TOBBIIIEHUS TOYHOCTU MEIUIIMHCKMX
JMIMaTHO30B M OOECIeueHUs MOMAEePKKU TallMeHTOB
C TICUXWYECKMMM PACCTPOMCTBAMU B PEXUME peaslb-
HOro BpeMeHu [27].

3AKJTHOYEHUE

B 3akiiouyeHue cienyer OTMETUTD, YTO POJIb, KO-
TOPYIO MCKYCCTBEHHBIM MHTEJJIEKT MOXET ChIrpaTh
B CO3JaHMU MOJAEIM MHAWBUIAYAJIbHOTO 3J0POBDS
JIJISL IPAKTUYECKOTO 3ApaBOOXpAaHEHUsl, 3HAUUTeIbHA
U MOXKET CYILIECTBEHHO YJIYYILIUTh Pe3yJbTaThl Jieue-
HUS NALMEHTOB, CHU3UTh 3aTpaThl U MOBBICUTh Ka-
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YecTBO OOCIYyXMBaHUS MaluMeHTOB. Mcnosb3ys uc-
KYCCTBEHHBIA MHTEJIEKT Uil cOopa U ynpaBieHUs
JIAaHHBIMU, TPOTHOCTUYECKON aHAJIUTUKU, MEPCOHA-
JIM3BUPOBAHHOIO TUIAHUPOBAHUS JIEUEHUSI, MOHUTO-
pMHTa U OLIEHKHW, UHTErPaLIMU C BJIEKTPOHHBIMU Me-
JTULUMHCKMMHU KapTaMU U HUCTOPUSIMU 0OJIE3HU, CO-
BEPLIEHCTBOBAHUS TMpoliecca MPUHITUS PELICHUI,
MOBBILIEHUST KaUeCTBAa KIMHUYECKUX UCCIIeIOBAaHUIA,
MOBBILLIEHUST BOBJIEUEHHOCTU MALlMEHTOB, CHUXKEHUS
3aTpaT M CO3[4aHUs MOOWJIBbHBIX MPUJIOXEHUU, Me-
JULIMHCKWE PA0OOTHUKKW MOTYT MPENOCTaBsITbh CBO-
UM nauueHTaM 3¢hGEeKTUBHYIO U WHAWBUIYAIbHYIO
rnomollb. bynyuiee MeAULIMHBI TECHO CBSI3aHO C UH-
Terpalueil MCKyCCTBEHHOTO MHTEJIEKTa W 3[paBo-
OXpaHEHHUs, U LIEHHOCTh, KOTOPYIO UCKYCCTBEHHBIN
WHTEJIIEKT MOXKET MPUHECTH B CO31aHUE MOJEIN UH-
JNUBUIYAJIBbHOTO 30POBbS ISl PAKTUYECKOTO 3pa-
BOOXpaHEHUSI, OyIeT IMPOAO0JIKATh YBEIUUYUBATHCS
U pacCIIMPSTHCH.

OnHakKo BaXKHO OTMETHUTD, UYTO MCITOJIb30BAHE UC-
KYCCTBEHHOTO MHTEJIJIEKTA B 3[PaBOOXPAHEHUU Bbl-
3bIBAET P/l ITUYECKUX MTPOOJIEM U BOITPOCOB KOH(PU-
JNeHuunanbHocTu. KpaiiHe BaXHO, YTOOBI ITOCTaBIIMKK
MEIMLIMHCKUX YCIIYT U pa3paboTYMKK UCKYCCTBEHHOIO
UHTEJUIEKTa paboTaiu BMECTE, YTOObI 00ECHeYnThb OT-
BETCTBEHHOE UCIOJIb30BAHUE UCKYCCTBEHHOTO MHTEJI-
JIeKTa, 3alUTy KOH(MUASHIMAIbHOCTU U 0€30MacHO-
CTU JAHHBIX MaluMeHTOB. TTocie peleHus 3Tux npo-
0s1eM, TLIATEILHOTO PACCMOTPEHUS MOTEHILIMATbHBIX
MPEUMYIIECTB U PUCKOB MCKYCCTBEHHOTO MHTEJLIEK-
Ta B 3IpaBOOXpaHEHUM Oyayllee MeIULUMUHbI MOXET
OBbITh UBMEHEHO K JIYUIIEMY.
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KINHUYECKHUE CIYYAU
CASE REPORTS

PEJKWUN CJTYYAN OBTYPALMOHHOWN KULLEYHOW HEMPOXOAUMOCTM:
TOHKO-TONICTOKULLIEYHASI UHBAFMHALIUA Y B3POCIOrO

Beno6opogos B.A., KoxxeBHukos M.A.

OIrbOY BO «MpKyTcKuin rocygapCTBeHHbIN MeQULMHCKIIA yHuBepcuteT» Munsgpasa Poccun (664003, r. VIpkyTCK,
yn. KpacHoro BoccTanus, 1, Poccus)

PE3IOME

OnuncaHne KnNMHMYECKOro cny4as. B crtatbe npefactaBneH peakuin crydar o6TypaumMoHHOM KULLEYHOW HENpOXo-
OVMOCTU — TOHKO-TONCTOKULLIEYHOW MHBarnHaLumm y B3pocnioro. Y naumeHta OTCyTCTBOBa/M NpeapacnonaratoLLme
(haKTopPbl K BOSHNKHOBEHWIO MHBArnHaLum (paHee nepeHecEHHbIe onepaLin Ha opraHax OproLIHON MOMOCTH, OMyXOsu
KULLKM). KnnHYeckas KapTuHa Mena atunmyHoe TeHeHe; OTCYTCTBOBaUIM MPUSHAKM, XapaKTepHble O/15 OCTPOV 00Ty-
PaLMOHHOM KULLIEYHOW HENPOXOOAUMOCTU 1 APYTrON OCTPOM XUPYPrMYeCKOM NaTonorin. BonbHOM rocnnTanMsmpoBaH
B TepaneBTHECKOe OTAeNeHVe C AMarHO30M: XPOHUYECKUA naHKpeaTuT, obocTperme. Nposoannack anddepeH-
UpmaneHas onarHOCTUKa MeXay OCTPbIM anneranUMTOM, AMBEPTUKYIOM MeKKens 1 naHkpeaTnuToM. YNsTpasBykoBoe
ncenefoBaHne opraHoB GPIOLLIHOM MOIOCTY BbISABUIO KOMbLEBUAHOE 06pa3oBaHve B NPaBon NOAB3O0LLHOM 00n1acTy;
aHanM3 KpoBW He MokKasas NpPU3HaAKOB OCTPOro BOCMANEHNS; KOMMbIOTEPHAs TOMOrpadmst C KOHTPACTUPOBaHUEM
KULLEYHMKA TakxKe BbIsiBMNA 00pa3oBaHme C YETKMMUM rpaHmLIaMi B MPaBon NOAB3A0LLIHON 06nacTu. Takke npoBo-
OWNCb NOBTOPHbIE OMArHOCTUYECKME UCCNEA0BaHNSA, KOTOPbIE HE MPOSACHUAN CUTYaLMIO 1 He Oany JOCTOBEPHOro
pesynsrata. KnMHnyeckas kapTiHa OCTPOW KULLIEYHOM HEMPOXOOAMMOCTU pasBuiachk Ha 3-1 CyTKMU rOCIUTaNIbHOMO
nepviona. BonbHOM BbiN KOHCYNETUPOBaH XMPYPIroM. [laumneHTy Obi10 NpennpuHATO OnepaTyBHOE BMELLATENBCTBO,
BO BPeMs KOTOPOro Oblna BbisiBfeHa NpUHHa HEMPOXOANMOCTY — TOHKO-TONCTOKMLLEYHAA NHBarnHauuvs. [NposeneHa
OE3VHBarnHaums, KILWKa Npy peBU3NN NMPU3HaHA XN3HECTIOCOBHON, Pe3EKLNS KULLKU He npoBoaunack. MaumeHT
BbINVCaH C BbI3AOPOBNEHMEM. Pe3ynsTtaT neveHrs pacueHeH Kak XOPOLLUUNA.

3akntoyeHne. OCOBEHHOCTb 3TOrO KNMHNYECKOro HAbMOAEHWA B TOM, HYTO AaHHAas NaTonornsa xapaktepHa anga oet-
CKOro Bo3pacTa. Y B3POC/bIX NHBarnHaums HabniogaeTcs KpanHe peako 1 B OCHOBHOM Y MALMEHTOB C OMyXONsMM
KuLleYHMKa. TpyaHOCTb A1 ANarHOCTUKM NPeaCcTaBnana HETUNMYHASA KapTuHa KULLEYHOW HENPOXOAMMOCTI. [aHHoe
KNMHMYECKOEe HabMofeHe CBUOETENbCTBYET O TPYOAHOCTSX BbIOOpA BEPHOW XMPYPrMYeCKOM TakTUKK Yy OOJbHbIX
C HETUMUYHOW KITMHUHYECKOWN KapTUHOM 3aboneBaHns. B Takux COMHUTENBHbBIX ClydYasx B apCeHa MeTOO0B MCChe-
OOBaHNSA MOXHO OOMOMHUTENBHO BKIKOYATh ANArHOCTUHECKYHO 1anapOCKOnmio.

KnrodeBble cnoBa: o0TypaLiOHHas KULLIEYHAsT HEMPOXOAUMOCTb, TOHKO-TO/ICTOKMLLIEYHAS MHBarvHaLmis, TRYAHOCTY
XVIDYDIrNHECKON TaKTUKM

Ans umtupoBaHua: benoboponos B.A., KoxxeBHrkos M.A. Peokuin cnyyain o6TypaLMoHHON KALLEYHOW HeNnpo-
XOOUMOCTN: TOHKO-TONICTOKMLLIEYHAs NHBarnHaums y B3pOoCnoro. bavikaabCkui meauunHCkui xypHas. 2024; 3(1):
38-44. doi: 10.57256/2949-0715-2024-3-1-38-44
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A RARE CASE OF OBSTRUCTING ADHESION:
ILEOCOLIC INTUSSUSCEPTION IN AN ADULT PATIENT

Beloborodov V.A., Kozhevnikov M.A.
Irkutsk State Medical University (664003, Irkutsk, Krasnogo Vosstaniya str., 1, Russian Federation)

ABSTRACT

Description of a clinical case. The article presents a rare case of obstructing adhesion — ileocolic intussusception
in an adult patient. The patient had no predisposing factors for intussusception (previous surgeries on the abdominal
organs, intestinal tumors). The clinical picture had an atypical course. There were no signs characteristic of acute
obstructing adhesion and other acute surgical pathology. The patient was admitted to the therapeutic unit with a diag-
nosis of exacerbation of chronic pancreatitis. A differential diagnosis was made between acute appendicitis, Meckel’s
diverticulum and pancreatitis. Ultrasound examination of the abdominal organs revealed a ring-shaped formation
in the right iliac region. A blood test showed no signs of acute inflammation. Contrast-enhanced computed tomogra-
phy of the intestine also revealed a well-defined mass in the right iliac region. Repeated diagnostic studies were also
carried out, which did not clarify the situation and did not give a reliable result. The clinical picture of acute obstruct-
ing adhesion developed on the day 3 in hospital. The patient was consulted by a surgeon and underwent surgery,
which allowed to identify the cause of the obstruction — ileocolic intussusception. Reduction of intussusception
was performed, the intestine was found to be viable during exploration, but no intestinal resection was performed.
The patient was discharged with recovery. The treatment result was assessed as good.

Conclusion. The peculiarity of this clinical observation is that the pathology is characteristic of pediatric patients.
In adults, intussusception is extremely rare and occurs mainly in patients with intestinal tumors. Diagnosis was dif-
ficult due to the atypical picture of intestinal obstruction. This clinical observation indicates the difficulties of choosing
the right surgical tactics in patients with an atypical clinical picture of the disease. In such doubtful cases, diagnostic
laparoscopy can be additionally included in the range of research methods.

Key words: obstructing adhesion, ileocolic intussusception, difficulties of surgical tactics

For citation: Beloborodov V.A., Kozhevnikov M.A. A rare case of obstructing adhesion: lleocolic intussusception
in an adult patient. Baikal Medlical Journal. 2024; 3(1): 38-44. doi: 10.57256/2949-0715-2024-3-1-38-44
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BBEAEHWNE

OOTypaloHHAas1 KUILIeYHasl HEIMPOXOAUMOCTD SIB-
JISIETCST YacThIM 3a00JieBaHUEM KEIYIOYHO-KHUIIIEY-
Horo Tpakta (KKT), TpeOyromumM XUpypruueckoro
nedyeHus. [lpuunHamMu oO0Typalum SIBJISIIOTCSI OITYXO-
JIM KUIIKW, MHOPOAHBIE Tela M MHBAarMHALIMS KUIII-
ku [1—8]. MuBaruHauus — 3TO camasl 4yacTasl IpU-
YHA HETPOXOAUMOCTH Y JeTei, MPEenMYyIIECTBEHHO
panHero Bo3pacta [9, 10]. ¥V B3pociblx MalyMeHTOB
9TO SBJIEHME KpaiiHe peaKoe, M KOJIMYECTBO CIyvacB
He IpeBblIacT 5 % OT OOLIEro Yucia BCeX ClIydacB
00TypallMOHHOI KMIIEUYHOU HempoxoaumocTtu [11].
IIpoBenéHHbIE MCCAEOOBAHUS MOKA3ajlM, YTO IIpell-
pacrmojararoiMu (pakTopaMy MHBArMHALIMM KUIII-
KU Y B3POCJIBIX SIBJISIIOTCSI paHee TepeHeCEHHbBIe OITe-
paluy Ha KUIIEYHUKE, COMPOBOXIAIOIIMECS Cracyd-
HBIM TIPOLIECCOM, U OITyxXoiu KUk (B 80 % — 3710-
KauecTBeHHbIe, B 20 % — moOpokauyecTBeHHbIe) [12—
15]. KitmHuueckast KapTvHa 3HAUUTEIbHO OTIMYACTCS
OT TUIIMYHOTIO TEYEHUS OCTPOU KHUILEYHOMN HEIIPOXO-
IUMOCTH, UMEEeT CTEPTOe TeueHHUe, HEBBbIPAaXKECHHBIC
cuMmnToMbl. [locTaHOBKA TOYHOTO AMArHO3a BBI3bIBAET
BO MHOTUX ciy4asx 3aTpyaHeHue. Hanbonee nHpop-
MAaTUBHBIM MCCJIEIOBAaHUEM TP MHBAarMHALIMU KHIII-
KU SBJISIIOTCS pEHTTEHKOHTPACTBIE METOABI UCCIIeN0-
BaHUS. DTO MpPEXIe BCEro MYJIbTUCIIMPAIbHAS KOM-
netotepHass Tomorpadusi (MCKT) opraHoB Opiolii-
HOIl TIOJIOCTH C TIepOopajbHBIM KOHTPACTMPOBAHU-
em KKT, uppurorpacdusi, peHrreHorpagusi opraHoB
OPIOIIHOM TOJOCTU C MCCIeIOBAaHUEM Maccaxa KOH-
tpacta 1o 2KKT [14—19]. Takum o6pa3om, MOCTaHOB-
Ka TOYHOTO AMAarHo3a BBI3bIBACT 3aTPYIHEHUE, U OTIe-
paiust IpoOBOIUTCS B OoJiee TTO3AHUE CPOKU, UTO He-
01aronNpusTHO CKa3bIBAETCS HAa COCTOSIHUM OOJIbHBIX
U pesyabTarax JieueHus [20].

KIMMHUWYECKU NPUMEP

IIpencrapisieM KJIMHUYECKOE HAOII0eHE TOHKO-
TOJICTOKHMILIEYUHOW MHBAarvMHAIMKU y B3POCJIOro Malu-
eHTa 0e3 Ipeapacliojaraioimx (GakTopoB U aTUIINY-
HOM KJIMHUYECKON KapTHUHBI.

Bonbnoit b., 36 ner, moctyrun 29.09.2022 Ha je-
yeHue B OI'bY3 «Mpkyrckas ropoackasi KJIMHUYE-
ckast 6onpHUOa Ne 1». Ilpu moCTyruieHUU IMpemb-
SIBJISLT 2KaJIOObl Ha CXBaTKOOOpa3Hble 00U B XKUBO-
T€ HEIMOCTOSSHHOTO XapakTepa, CBSI3aHHbIE C TIPUE-
MOM IIMIIM, B3AYTHME XHUBOTA, «ypyaHHE» B KMUBO-
Te. JJaHHBIE >KaJIoObl OECIOKOWIM Ha IIPOTSLKEHUU
JIBYX MECSILIEB; B T€UEHUE MOCIENHUX 7 AHEU OoTMeva-
eT ycujeHue 0ojieBoro cuHapoma. Omnepauuii Ha op-
raHax OpIOIIHOM MoJocTU He ObL10. B mapte 2022 1.
ObL1a caejlaHa auarHocTudyeckas (prOpoOKOJIOHOCKO-
MU BBISIBJIEH TOJUN MOINEepeYHO-00010UYHON KUIII-
KU, BBINIOJIHEHA MoJunaKTomusd. [Tpu mocryrieHuu
COCTOSIHME OOJILHOrO paclieHeHO KakK CpeaHel cre-
MEeHM TSKECTU, B COBHAHUM, KOHTAKTEH, aleKBaTEH,

CO CTOPOHBI OPTaHOB JIbIXaHUSl U CEPAEUYHO-COCYIU-
CTOI CUCTEMBbI NTATOJIOTMYECKUX U3MEHEHUI HeT. Ku-
BOT HE3HAUMTEJILHO YBEJIWUYEH B pa3Mepax, yuacTBY-
€T B aKTe JIbIXaHUs, MITKMIA; MBILLIEUYHBIN AedaHC OT-
CYTCTBYET; MPU NajbHalluid YMEPEHHO O0J€3HEHHBIN
B 3MUIACTPUN; CUMIITOMOB pa3ipake€Husi OPIOLIMHbI
HET; NepUCTAIbTUKA KUIlIeYHUKA akTiBHasA. Co coB
00JIbHOIO, CTYJI ObLT YTPOM, O(pOPMJIEHHBIH, Oe3 Ia-
TOJIOTUYECKUX ITpumMeceil. MouencmnyckaHue cBoOO/I -
Hoe. IIpu npoBeaeHUN YJIbTPa3ByKOBOTO MCCJIEI0BA-
Hus (Y3UM) opraHoB OpIOLIHOI ITOJOCTU BbISIBI€HbBI
nugdy3Hble U3MEHEHUST B IOIKEIyIOUHOM Xeje3e.
CB00OOIHOM XUAKOCTU B OPIOLIHON ITOJIOCTU HE BbI-
siBJIeHO. B mpaBoii NoaB3a01LIHOM 001aCTH M309X0I€H -
Hasl KOJIbLIEBUIHAS CTpYKTypa 87 x 42 MM. 3aKiioue-
Hue: OcTpoiii anneHauuuT? B 001eM aHanu3e KpoBU
MPU3HAKKU OCTPOTO BOCIIAJIEHUSI OTCYTCTBYIOT, MPU3HA-
KOB aHEMUM HET: YUCIIO JIEUKOLMTOB — 8,85 x 1012 j1,
sputpountoB — 5,06 x 10° 1, ypoBeHb reMOIJI00MHA —
144 /1. Ha MOMEHT ocMOTpa JIeXKYyPHBIM XUPYPTroM
JIAHHBIX, CBUJIETEJILCTBYIOLIUX 00 OCTPOM amIeHau-
LIMTEe 1 APYrOM ypreHTHOM MaTOoJI0TU1 OPTaHOB OPIOLLI-
HOI MOJIOCTU, HE BbIsiBJEHO. [TallMeHT rocnuTain3u-
pOBaH Ha JieYeHUE B TaCTPOIHTEPOJIOTUUECKOE OTAE-
JIEHHE C IMarHo3oM: XpOHUYECKUI MaHKpeaTUuT, 00-
neBas ¢opma, 00OCTpeHUE.

B TeueHue cyToK mpoBoauMJach KOHCEpBAaTHUB-
Hag Tepanusl (MH(PY3MOHHO-CIIa3MOJIMTUYECKOE JIie-
yeHue, (hepMeHTATUBHbIE MpenapaTbl, MPOKUHETU-
ku). CocTosiHUE 00JIbHOTO — 0€3 CyIIeCTBEHHOU A1~
HaMUWKU, COXpaHsSeTcs O0JE€BOM CUHIPOM B BMUTra-
CTPUU U MO XOAY TONEPEYHO-000J0YHON KUIIKHU,
MepUucTaJbTUKa BslJlasi, pBOTHl HET, ra3bl OTXOJST,
CTYyJl CaMOCTOSITeJIbHbI omHOKpaTHO. «Illyma ruie-
cKa» HeT. BrinonHeno Y3U opraHoB OpIOLIHON I10-
JIOCTU B NMHAMUKE: B MpaBOM MOAB3IOILIHON 00Ja-
CTU TIETJ KUIIKU 10 4 CM B IMAMETpPe TOJIIUHOMN
10 4 MM, BOKpPYT I10JIOCKA XUAKOCTU. ITocye momoJi-
HUTeIbHOI noAaroToBku BoinojHeHa MCKT opranoB
OpPIOLLIHOM MOJIOCTU 1 3a0PIOLIMHHOIO IIPOCTPAHCTBA
C KOHTPAaCTUPOBAHUEM KUILIEUHWKA BOJIOPACTBOPHU-
MBIM KOHTpacToM (puc. 1—3). JlonoJsHUTeIbHO IIPO-
BEIEHO BHYTPUBEHHOE YCUJEHME KOHTPACTUpPOBa-
HHUEM C OLIEHKOI COCyaMCTOU (ha3bl MCCIEI0OBaHUS
(puc. 4). BoIsiBaeHEI cieayiolie U3MEHEHUS: TECHO
MpUJIeTast K MEIUAaaIbHOW CTEHKE TTOJB3IOIIHON KUIII-
KU Ha pacCTOSIHUU 6 CM OT CJICIOM KMILKHU, Ha (poHe
LIMPKYJISIPHO YTOJNILIEHHOM CTeHKH (10 9,4 MM), IIpo-
clieXrBaeTcsl 00pa3oBaHUE OBaJbHOU (DOPMBI C UET-
KMMU pOBHBIMU KoHTypamu (23—34 en. H) pasme-
pamu 49 x 27 mMm. Okpyxatolias KjieTyaTka He3Ha-
YUTEIbHO MH(PUIBTPUPOBAHA, 0€3 XKUIKOCTHBIX CKO-
IUIEHUIA. ANNEHAUKC B TUIIUYHOM MECTE, OTXOXIIe-
HUE OT KyIloJia CJIENOi KMIIKM He MPOCIeXUBaeTCs,
KJIeT4aTKa B IIPaBOil MOAB3AOLIHOM 007aCT HE MH-
¢unbTpupoBaHa. 3akjlouyeHue: KapTuHa, 0oJiee Be-
pPOSITHO, BOCIHAaJIEHHOIO AMBEPTUKYJIa MeKKess, oc-
JIOXKHEHHOTO WJIEUTOM. ANNEHIUKYISIPHOE 00pa3o-
BaHUE, B aTUIIMYHOM MECTE, MaJIOBEPOSITHO.
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PUC. 1. ObpasoBaHne B npaBoy rnogB340LLUHON o0b1acTu,
6/IM3KO PACIONIOKEHHOE K TEPMUHAILHOMY OTAEsY TOHKOM
KULLIKM ((bpOHTasIbHOE pacriosioXKeHUe)

PUC. 2. ObpasoBaHne B npaBoi nogB340LLIHON o0b1acTu,
6/IN3KO PacriosIoKEHHOE K TePMUHAaIbHOMY OTAEsy TOHKOU
KULLIKW (CarntTasibHOe pacriosioXXeHNe)

PUC. 3. ObpasoBaHne B npaBoi nogB340LLUHON o0b1acTu,
O/IM3KO PacrioNiOKEHHOE K TEPMUHA/IbHOMY OTAEsY TOHKOM
KULLIKW (FrOpU30HTasIbHOE Pacrio/IoXKeHNE)
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PUC. 4. ObpasoBaHne B npaBoi rnogB340LLUHON o0b1acTu,
6/IM3KO PaCIONIOKEHHOE K TEPMUHAILHOMY OTAEsY TOHKOM
kuwku (MCKT ¢ BHYTPUBEHHBIM yCUIEHEM, BEHO3Has ¢hasa,
0b6pas3oBaHme HakarmBaeT KOHTPACT)

I[TaliMeHT MOBTOPHO OCMOTPEH XUPYProm
30.09.2022 u nepeBeAEH B XMPYpPruyeckoe OTaesie-
HUE C TIPENBAPUTEIbHBIM JUAarHO30M: allleHANKYJISp-
Hbll nHUAbTpaT. [TpogokeHa KOHCEpBaTUBHAS Te-
panus. YoeauTeabHbIX JaHHbBIX, CBUAETEIbCTBYIOIINX
0 XUPYPTUUYECKON MATOJIOTUU, TPEOYIOIIEH IKCTPEH-
HOTO OMNEPaTHBHOrO BMEIIATEJbCTBA, HA MOMEHT OC-
MoTtpa He BbIsiBiieHO. 01.10.2022 otMeueHa HeOoJIbILIAs
MOJIOXKUTE/bHAS TMHAMUKA B COCTOSIHUM OOJIBHOTO:
YMEHbIIMJICI 00J€BOM CUHAPOM, TepecTaa OecroKo-
WUTb TOLIHOTA, MOSBUJICS AIlNETUT, B OOILEM aHAIN3e
KPOBM MPU3HAKOB BOCHAJIEHUS HET.

Ha BTOpble CyTKM HaxoXAeHWUsI OOJBLHOrO B XH-
pypruuyeckom otaejeHuu, B Houb ¢ 01.10.2022
Ha 02.10.2022, B cOCTOSIHUM OOJBLHOTIO MOSIBUJIACH HE-
OTYET/IMBAsI MEIJIEHHO Iporpeccupyonias oTpulia-
TeJibHasg JMHAMUKa B BUJE yCUJIEHUS 00JIEBOrO CUH-
JipoMa, B3IyTUS KUBOTA, 3aTPYAHEHHOTO OTXOXJE-
HUS CTyJia U ra30B. BeinosiHeHa 0030pHast PEHTITeHO-
rpacgusi OpIOLIHOM IIOJOCTU, IIPU3HAKOB OCTPOU KHU-
LLIEYHOU HeNMpPOoXoaAUMOCTH HeT. CUTyalMsl paclieHeHa
Kak HapyueHue mnaccaxa 1o KKT HeyrouyHEHHOI
9TUOJIOTMM, W TIPUHSATO PEILIEHUE O XUPYPIUUECKOM
JieueHUU. bosibHOU mepeBen€éH B majaTy MHTEHCUB-
HOW Teparnuu Uil MPEAOIEePAlluOHHON TMOATOTOBKU.
VYT1pom 02.10.2022 BbINOIHEHA CpeAMHHAs JIallapoTO-
Musi. B OprolIHOI MOJOCTU HE3HAUYUTENIbHOE KOJW-
YECTBO IMPO3PAYHOro BbIMOTA; CIIAEYHOIO Tpoliecca,
MPU3HAKOB MepUTOHUTA HeT. [IpuunHOi HapyleHus
naccaxa no KKT saBuiiach kjiaccuueckasi B I€TCKOM
XUPYPruyeckoi MpakTUKe WHBAarvuHalus MOJAB3A0III-
HOM KUIIIKW B BOCXOSIIMKA OTAEA 0000YHON uepe3
uiieolieKaabHbli nepexona. M3piaeueHo 40 cm (1) ToH-
KOV KUIIIKY U3 TIPOCBETA CJIETION U BOCXOMSILIETO OTIE-
Jia TIorepeyHo-000104HOi Kuluku. HecMoTps Ha niu-
TeJIbHOCTb 3a00JieBaHUs (3 CYTOK), MTHBAaTMHUPOBAH-
Hasl KMIIKa Obl1a 0e3 MpU3HAKOB HEKpPO3a, OTEYHA,



Bankansckunin meguumHekm xxypHan, 2024, Tom 3, Ne 1

Baikal Medical Journal, 2024, Vol. 3, No 1

XKM3HECIIOCOOHa, B OpbIKeiike MHBarMHUPOBAHHOM
KMILIKM HeHampskeHHas remaTtoMa 20 x 25 Mm. Boi-
nosnHeHa uHbekuus 40 mi 0,25%-ro pacTBopa HOBO-
KanHa B 001aCTh OpbDKEeNKY TOHKOU Kuiuku. Onepa-
1M1 3aKOHYEHA CaHallel U JpeHUpOBaHUEM OpIOII-
HOI1 TToiocT. TeueHre mocieonepalmoHHOTO TTepu-
ofa 0e3 ocioxHeHuid. IpeHax U3 OpIOLIHOM MOJIO-
¢ty ynanéH Ha 2-e cytku. 09.10.2022 BeinosiHeHo Y3
OpraHoOB OPIOIIHOM MOJIOCTH: TIETJIM KUIIIEUHUKA pac-
IIAPEHBl 10 36 MM, MepucTajbThka akTuBHasg. Ila-
LIMEHT B yIOBJIETBOPUTEILHOM COCTOSIHUU BBHITTMCAH
10.10.2022, Ha 8-¢ cyTKuU 1ociie orepauuu. B okTs-
Ope 2023 r. mauMeHT ompolleH 1o TeaedoHny. 2Kanoo
HE MMEET, UyBCTBYeT celsl yaoBiIeTBOpuUTeabHO. I1o-
BTOPHBIX onepaluii He 0b110. OT IpeaIoKeHHOro 00-
CJIEIOBaHUS M OCMOTpa MallMeHT OTKa3ascs.

OBCYXXJAEHUE

CpaBHuBas1 Halll 000OILEHHDII OITBIT JICUSHUSI T1a-
IIMEHTOB C MHBAarMHAIIMSMU C JTaHHBIMU JIMTEPATYyPHI,
MBI IPUXOIUM K aHAJIOTMYHBIM BBHIBOAAM O PEIKOCTH
MOJOOHBIX ciiydaeB [7, 11] B Xupypruueckoil mpakTuke
BO BCEM MUpe Yy B3pocibiX namueHToB [9, 10]. B or-
CYTCTBME MpeapacIiojaraolmx K MHBaruHaluuu ak-
TOPOB (TTOCIeONEePAllMOHHBIE CITAKN M OITYXOJIU KU-
meuyHuka) [12, 13, 15] moctaHOBKAa TOYHOTO JIMArHO-
3a J10 OIepally 3aTPyIHUTENbHA, U Pe3yJbTaThl pac-
IIPOCTPAaHEHHBIX METOIOB aAuarHoctuku [14, 15, 17,
18] He Bcerma coBmamaloT ¢ KIMHAYECKOM KapTUHOIA.
B BbIOOpE CrOCOOOB JIeYeHUSI Mbl, KaK 1 OOJIbIIMH-
CTBO aBTOPOB, OPUEHTUPYEMCS TIPEXIE BCETO HA KIIM-
HUYECKYIO KapTUHY U aKTUBHO TIPUMEHSIEM XUPYPIU-
yeckue MeToabl JedyeHud [6, 7, 11, 20].

3AKJTIOYEHUE

JlaHHOe KJIMHUYecKoe HaOIIoJeHNe TMO3BOJINIO
HaM cjeiaTh CJeIyIollee 3aKJII0YeHUe: TOHKO-TOJI-
CTOKMIIIEUYHAass MHBarvHalus y B3pOCJIOro MalueH-
Ta — KpaliHe peakasi (popMa 0OTYypallMOHHOM KUIIEY -
HOI HenpoxoauMocTu. KnuHuueckast KapTuHa HETU-
MMYHa, TeYeHUe 3a00JIeBaHUsI HOCUT CTEPTHINA XapaK-
tep. [TonoxuTenbHass AMHaAMUKa B COCTOSIHUM O0JIbHO-
ro nocjie UHQY3UMOHHO-CITa3MOJUTUYECKOI Tepanuu,
MOJIOIOM Bo3pacT nauueHTa (36 JeT), OTCyTCTBUE pa-
Hee MepPeHECEHHBIX omepaluii U JaHHbIe (PpUOPOKO-
JIOHOCKOITMHU (OTCYTCTBHE 00pa30BaHUI B KUIIEYHU-
K€) 3aTPYJAHWJIM PAaHHIOI MOCTAHOBKY AMarHo3a MH-
BaruHatuu. Jdanneie Y3 u MCKT opraHoB Opiolii-
HOH MOJIOCTU HE COBHANAIM C KJIMHMYECKON Kap-
TUHOU M ObLIM paclUEHEHbl KaK almneHIMKYISPHbIA
UHGWILTPAT, KOTOPbIM MOIEXKUT KOHCEPBATUBHO-
My JIEUEHUIO. XUPYpruueckoe JieueHue — Je3MHBa-
TMHALIMS — HECMOTPS Ha JUIMTEJIbHOE TeueHue 3a060-
neBaHue (3 CyTOK), IpUBEJIO K IOJHOMY BBI3IOPOB-
JIHUIO TalMeHTa.
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KNMHUYECKWNI CNYYAN BOJIE3HU KYTEJIbBEPIA - BEJIAHOEPA
(CMMNHAJIbHOWU MbILLEYHOWU ATPO®UMUA 1Il TUMNA)

Bbikos HO.H., Bacunbes 10.H., 3arso3kuHa T.H., AHukuHa U.B., Tapacosa T.A.,
BacunbkoBa C.B., lNnexaHoBa 10.C.

Orb0OY BO «MpKyTCcKuii rocyaapCTBeHHbIN MeQULMHCKIIA yHuBepcuteT» MuHsgpasa Poccun (664003, r. VIpkyTCK,
yn. KpacHoro BoccTanus, 1, Poccus)

PE3IOME

AkTyanbHocTb. [uddepeHupmansHan amarHoCTUKa HEPBHO-MbILLEYHbIX 3aboneBaHun ABNFETCA OOHMM U3 CaMbIX
CNOXHbIX Pasaenos B HeBponorun. Ocoboe 3HaYeHE UMEET NMPOBEAEHNE MONEKYNAPHO-FEHETUHECKOIO UCCIeno-
BaHWA y 3TUX BONbHbIX. MPEacTaBneH KIMHUYECKNA CyYar CriHanbHOM MbllueydHon atpodumn 5q Il Tvna (6onesHb
Kyrensbepra — Benangepa), noaTBepXAEHHBIN MONEKYNAPHO-FEHETUHECKM 0OCIE00BAHNEM.

OnucaHne KNMHNYEeCKoro cny4as. B ctatbe onMcaHo KAMHUYeCKoe HabnogeHe NaUmMeHTKN C nepBoHaYaibHbIM
amarHo3om muonatnm 3pba — Pota. [NpoBeagHO reHeTUHECKoe nccnegoBaHne. B pesynsrate aHanmsa Hammums
9k30Ha 7 reHoB SMN1/SMN2 3aperncTpmpoBaHO OTCYTCTBUE CUrHana, COOTBETCTBYHOLLErO 9Kk30HY 7 reHa SMINT.
Mouck geneunin B reHe SMINT nokazan, 4To y NpobaHaoa 3aperncTpupoBaHa aeneuns 3k3oHos 7-8 reHa SMINT
B FOMO3UIOTHOM COCTOSIHUW. [deneuns ak30HOB 7—8 reHa SMINT B roMO3UIrOTHOM COCTOSAHUM ABASETCA MPUHNHON
NPOKCYManNbHOW CNHaNbHOM MblLLeYHOM atpothun 59. B pesynsraTte ccneaoBaHmsi o OnpeaeneHmo Yncna Konmm
reHoB SMN1, SMN2 3apernctpupoBaHo O Konu ak30HOB 7-8 reHa SMINT, 4 konun 3k30HOB 7-8 reHa SMIN2,
YTO NOATBEPXKAAET AMArHO3 CriHaIbHOM MbllliedHon atpodum 5q I Tuna.

3akntoyeHne. B3pocnbiM nauyeHTam, cTpagaroLlLiM HEPBHO-MbILLEYHbIMY 3aD0NEBaHVSIMK, PEKOMEHOOBAHO MPO-
BedeHne noateepxxaatollen OHK-anarHOCTUKM Ons Ha3HaYeHUst NaTOreHETUHECKOrO EYEHNS, YTO YBENMYNBAET
X LLIAHCbI Ha BbKMBaAHME. Y N, MONOOOro BO3pacTa C KIMHNYECKN BbICTABNEHHbIM AMarHO30M HEPBHO-MbILLEYHOIO
3aboneBaHnst 064a3aTenbHO MPOBEAEHME MTEHETUHECKOrO UCCAEeA0BaHNA AN YTOYHEHWS OMarHo3a 1 OanbHENLen
TaKTVIKM IEHEHNS.

KnroueBbie cnoBa: criviHasibHas MeilledHas aTpogus Kyrensbepra — BenaHaepa, MONEKYISPHO-TEHETUYECKOE 1C-
crienoBaHvie, Myonats Spba — Pota

Ons umtupoBaHusa: beikos KO.H., Bacunees FO.H., 3arsoskuna T.H., AHukmHa W.B., Tapacosa T.A., Bacunbko-
Ba C.B., lNnexaHosa 0.C. KnuHnyeckun cnyyan 6onesHn Kyrenbbepra — BenaHngepa (CNnHanbHOM MbilLEYHON
atpodun Il Tvna). bavikanbckui meguumuHCcKu XXypHas. 2024; 3(1): 45-52. doi: 10.57256/2949-0715-2024-3-1-
45-52
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CLINICAL CASE OF KUGELBERG - WELANDER DISEASE
(SPINAL MUSCULAR ATROPHY TYPE Ill)

Bykov Yu.N., Vasyliev Yu.N., Zagvozkina T.N., Anikina I.V., Tarasova T.A., Vasilkova S.V.,
Plekhanova Yu.S.

Irkutsk State Medical University (664003, Irkutsk, Krasnogo Vosstaniya str., 1, Russian Federation)

ABSTRACT

Background. Differential diagnosis of neuromuscular diseases is one of the most difficult areas in neurology. Molecular
genetic research in these patients is of particular importance. The article presents a clinical case of 5q spinal muscular
atrophy type Ill (Kugelberg — Welander disease), confirmed by molecular genetic testing.

Description of the clinical case. The article presents the clinical observation of a patient with an initial diagnosis
of Erb — Roth myopathy. A genetic study was carried out. The analysis of the presence of exon 7 of the SMN1/SMN2
genes showed the absence of a signal corresponding to exon 7 of the SMNT gene. A search for deletions in the SMN1
gene showed the homozygous deletion of exons 7-8 of the SMN1T gene in the proband. Homozygous deletion
of exons 7-8 of the SMN1 gene causes 5q proximal spinal muscular atrophy. As a result of determining the num-
ber of copies of the SMN7T and SMN2 genes, 0 copies of exons 7-8 of the SMN1T gene and 4 copies of exons 7-8
of the SMIN2 gene were registered, which confirms the diagnosis of 5g spinal muscular atrophy type lIl.
Conclusion. Adult patients suffering from neuromuscular diseases are recommended to undergo confirmatory DNA
diagnostics to prescribe pathogenetic treatment, which increases their chances of survival. In young people with a clinical
diagnosis of neuromuscular disease, genetic testing is required to clarify the diagnosis and further treatment tactics.

Key words: Kugelberg — Welander spinal muscular atrophy, molecular genetic study, Erb — Roth myopathy

For citation: Bykov Yu.N., Vasyliev Yu.N., Zagvozkina T.N., Anikina I.V., Tarasova T.A., Vasilkova S.V., Plekhano-
va Yu.S. Clinical case of Kugelberg — Welander disease (spinal muscular atrophy type lll). Baikal Medical Journal.
2024; 3(1): 45-52. doi: 10.57256/2949-0715-2024-3-1-45-52
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BBEJEHWUE

CnuHanbHasg MblIIeyHass aTtpodusa
(CMA) — 3TO TsK€10€ ayTOCOMHO-PELEeCCUBHOE
HEPBHO-MBIIIIEUHOE 3a00JIeBaHNE, XapaKTepU3yIolle-
ecsl MPOrpecCUpyolMMI CUMIITOMaMM BSUIOTO TIa-
pajauya ¥ MBIIIEYHON aTpoduu BCIEICTBUE AeTEHE-
palyu o-MOTOHEWPOHOB MEPEAHUX POTOB CIIMHHOIO
mosra [1]. Beimenstor 0, I, II, III u IV tTuner CMA
[2]. FOBenunbHasg popma CMA otHocutcs K 111 tumy;
K €€ BOBHUKHOBEHUIO MPUBOISIT MyTallM B TEJIOMEP-
HOIi Konuu 5-i1 xpomocoMmsl (5q) [3].

PacnpocTpaHEHHOCTh MIPOKCUMAILHON CITMHAJIb-
HOI MbIlIeyHOU arpodum cocrasiser 1 Ha 6000—
10000 HoBOpoXAEHHBIX [4]. HaHHBIE MO pacHpo-
cTpaHéHHOCTU 3aboseBaHust B Poccuiickoit ®ene-
pauuy OTCYTCTBYIOT. YacToTra HOCHUTENIbCTBA 3a00-
neBanus — 1/40—1/50 B monmynsamuu B 1ieiaom [3].
ITo nanabiM ®I'BHY «Meauko-reHeTUYeCcKuii Hayd-
HbIl HeHTp uMeHu akagemuka H.II. boukoBa», ya-
CTOTa HOCUTEJIbCTBA MyTaluu B reHe SMNI B Poc-
cun — 1/36 yenoBek, pacyéTHas YacTOTa POKIEHUS
peoeénka co CMA — 1 Ha 5184 HOBOpPOXAEHHBIX [J].

Knununuecku CMA mposBISIIOTCS Cl1a0OCThIO,
arpodueit u pacuukyagIuMsIMA B MbllILax. B 60Jb-
IMUHCTBE CJIydyaeB HaOJNIOHAeTCs CUMMETpUYHAs
c1ab0CTh MPOKCUMAIbHON MYCKYJIaTyphl, M JIUIIIb
IUIST peIKUX BapMAHTOB XapaKTEePHO MOPakKeHUE IMC-
TaJbHBIX MBIIIII, ACUMMETPUIHOE TTOPAKEHNE TN BO-
BjeueHUe OyabbapHOil MycKynaTypbl. HapylueHuit
YYBCTBUTEJIIBHOCTU, MMMUPAMUIHBIX 3HAKOB HET [6].

CMA 1II tuna (6one3up Kyreansbepra — BenaH-
Jiepa) HauMHaeTcsl B Bo3pacte 2—17 ner. Tum Hacie-
JIOBaHUSI — ayTOCOMHO-PELIECCUBHBII. 3a0ojieBaHUe
B OOJBIIMHCTBE CJydyaeB IPOTpecCcCUpyeT MeIIeH-
HO. MHorue 00JIbHBIE JOXHMBAIOT 10 B3POCIOrO BO3-
pacra, coXpaHss CITOCOOHOCTb K CaMOCTOSITEIbHOMY
MepeaBIKEHUIO, Y UMEIOT HOPMAJIBHYIO TTPOIOJIKU-
TeJbHOCTD KM3HM, HO HEKOTOPHIE YTPauMBalOT CIIO-
COOHOCTD K TTepeIBUKEHUIO B TIOIPOCTKOBOM BO3pac-
Te. TspKEnble OCI0XHEHUs B Buae aucgaruyd 1 cia-
0O0CTU AbIXaTeJIbHBIX MBILIL HA0I10Ja10TCs peako [7].

KITMHUYECKUA MPUMEP

Knuanueckuit cnyvait mamuentku M., 36 jer,
Kotopas B ¢eBpasie 2023 r. ObLUIa TOCOUTAIU3UPOBA-
Ha B HEBPOJOTMYECKOE OTAEJIeHUE KIMHUKU HEPB-
HbeIX Oose3Heit @I'BOY BO «Mpkyrckmii rocymap-
CTBEHHBII MEIMLMHCKMI YHUBepcuTeT» MuH3IpaBa
Poccun (®I'bOY BO UI'MY MunszapaBa Poccun)
JUUIS. YTOYHEHUST IMarHo3a U CUMITOMATHYeCKOTO Jie-
yeHMs1 (ObLIO MOJIYyYeHO MHMOPMUPOBAHHOE COIJa-
cue IMalUueHTKHN).

2Kaao6br. CnabocTh B HOTax M pyKax B MPOKCH-
MaJIbHBIX OTAesax, OobIlIe B HOTaX; CJIaOOCTh B CITM-
He. [1pu ¢puszmyeckoit Harpy3ke BO3HUKAIOT CYI0pPO-
I'M B HOTax, pyKax, Teje, MOocje Yero BO3HUKAET HO-
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fo11as1 00JIb B TeJie, KOTOPYIO 00JIeryaeT ropsiyasi BaH-
Ha. [Ipu xonp0e BO3HMKAIOT HNaAeHUs 13-3a CJ1ab0CTU
B Horax. JIpoxaHue B pyKax, Horax mpu ¢pu3ndecKoi
Harpy3ke. IlogépruBaHus B Mblliax Bcero teja. Yys-
CTBO HEXBAaTKM BO3Myxa Mocie (MU3NYecKOoil Harpys-
KM, IpY HoabéMe Ha BTOpoii aTax. [Ipolie cryckaThb-
CsI TIO JIECTHUIIE, YeM TOTHUMATBC.

Anamne3. YCTaHOBJIEHO, YTO ¢ 7 JIeT cTajia ycTa-
BaTh Ha ypoKax (pU3KyJIbTYpbl, HO K BpayaM He 00-
pamanuch. B 5-M Kiacce mocie JIeTHUX KaHMKYJI
HE CMOTJIa cIejaTh MpUCETaHUs, U3 TTOJIOXEHUS
«CHUST» TIOOHMMAJACh ¢ MOMOIIbIO pyK. OOpaTuanuch
K HeBpoJjory. KoHcynbTupoBanach y HeBpoJjora, ObLI
3aI0I03PEH NMArHO3 «MUOMaTHsI». ExxerogHo mpoxo-
QWJia JIeueHre B HeBPOJOTUYECKOM OTAeNeHun MBa-
HO-MaTpEHMHCKON AETCKONM KIMHUYECKON O0sb-
Huubl (Mpxyrck). BreictaBieH auarHo3: Muonatus
Opba — Pora. I'eHeTnueckoe oOcaeaIOBaHUE HE IIPO-
BOJIMJIOCh. buoricus Mbliil He npoBoauyiack. Ha-
Osromanach y 1eTCKOro HEBPOJIOTa 110 MECTY XKUTENIb-
CTBa, MEPUONMUECKM TPOXOAUIa aMOylIaTOpHOe Jie-
YyeHMEe: dCCeHIane, BUTaMuHbl rpymnsl B, E, akTo-
BeruH, MuiapoHar. HaOmromancs He3HauYUTEIbHBIN
addekt ot geueHuss. Co CJIOB MALUMEHTKU, JBE POI-
HbI€ CECTPBI CTPANAIOT MOAOOHBIMU MPOSBICHUSIMH,
«cjlaboil (u3nyeckoil moAroTroBkKoi». O0ciienoBaHa
ONlHA pOAHAas cecTpa TMallMeHTKU: BBISIBJICHBl KIMHU-
YyecKue TIPU3HAKU TOIO0OHOTO0 HEPBHO-MBIIIEYHOTO
3a0ojieBaHMsI. PeKOMEHIOBAHO MOJIEKYJISIPHO-T€HE-
TUYECKOe rcciaegoBaHue cecTpel. B ¢espane 2021 r.
nepeHeciaa COVID-19, noce yero rnosiBUuiach Ofblii-
Ka, cTaja ObICTpee ycTaBaTb, HO C TaHHBIMM Kajo-
Oamu K Bpauy He oOpaiuajiach. Takxke craja oTMe-
yaThb YCUJICHHME CJIaOOCTM B HOTax, CTajla 4acTo Ia-
JIaThb U3-3a CJ1a0OCTU IPU OOBIYHOMN (PU3UUYECKOM Ha-
rpy3ke. O0Oparuiach K HEBPOJIOIY B MOJIUKIMHUKY,
Mocjie OCMOTpPa PeKOMEHIOBAHO CTallMOHApHOE Jie-
yeHue. B cenrs6pe 2021 r. xorena caaThb 3K3aMeH
Ha BOIUTEIbCKUE TpaBa; MPU MPOXOXKICHUU MEIU-
LIMHCKOTO OCMOTpa ObLJIO OTKa3aHO B BbIIaye I0JI0-
KUTEJIbHOTO MEAUIIMHCKOTO 3aKITI0UeHUS U3-3a Ira-
rHosa «Muomnartusi». Torga 6oyibHas 1Mo COOCTBEHHOM
uHuLmatue 15.11.2022 mpoiiuia 3J1eKTpOHEHpPOMU-
orpapuio (DHMI). Ilpu urosbyaToil 3J€KTPOMUO-
rpamme (DMI) (nn. tibialis dex. et sin.) 3aperucTpu-
poBaHa CIOHTaHHAsl aKTMBHOCTh B BUJIE MOTEHIIMA-
JIOB (pUOPMJUISILIMIA; aMILUIMTYIa U JJIMTEJIbHOCTh I10-
TeHLuanoB aAsurareabHbix equHull (ITIJIE) moskieHa;
aMIUIMTYa MHTep(PEepeHIIMOHHOTO TTaTTepHA C pa3pe-
XEHUEM KPHUBOM, UTO XapaKTEPHO JJIsI HEMPOT€HHO-
rO TIpoliecca.

B ¢espane 2023 r. BnepBble TocIUTaIU3MpOBaHa
B HeBpoJjiornueckoe otaeneHne kKinHuk @I'bOY BO
MUI'MY Munznpasa Poccun.

Dusuxaavnoe uccaedosanue. Temneparypa 36,5 °C.
Poct 154 cMm, Bec 50 xr. Muagexc maccel Tena 21,08.
CocTosiHME TTalMeHTKU yaoBlieTBoputeabHoe. Co-
3HaHue sicHoe. [TonoxeHue 6obHOU akTUBHOE. Tun
KOHCTUTYLIMM — HOpMOCTeHMK. OcaHKa: He3Hayu-
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TEJIbHO BbIPAXXEHHBIN CKOJIMO3 MOSICHUYHOTO OTaesa
Mo3BOHOYHUKA. OlLIeHKA COCTOSIHUS KOXXHBIX OKPO-
BOB U BUJMMBIX CJIM3BUCTBIX 000JIOUEK: TEJIECHOTO 1IBE-
Ta, OOBIYHOM BJIAKHOCTH, 0€3 MAaTOJOTMYECKUX BbI-
coinanuii. CocTossHMe MOAKOXKHO-XKMPOBOM KJIeTyaT-
KW: HOpMaJIbHOE, TICEBAOTUINEPTPOMUS MBI ToJie-
Hell. Haauuue macTo3HoCTH; OTEKOB HeT. Pe3ybraThl
najbnayuu JuM@aTUIEeCKUX y3JI0B: HE NaJbIIUPYIOT-
cs1. BapukosHoe paciuupenue BeH: HeT. [llutoBuaHas
KeJieza B mpezenax Hopmbl. @opMma rpyIHOM KIeTKU:
HopMasbHas. Jedopmaiiys rpyqHoOM KJIeTKU: HeT. Tur
IbIXaHUST — TpyAHOU. HacToTa AbIXaTelbHBIX ITBUXKE-
Huit — 17. HachblllleHre KpoBU KHUCIOPOIOM (caTypa-
uust) — 99 %. HesHauuTenbHasi OIBIILIKA IIPU XOIdb-
Oe. Pe3ynbTaThl aycKy/abTalluM JETKUX: IbIXaHUE IIPO-
BOIMTCS II0 BCEM OTAeJaM. XpUIIOB HeT. Pe3yabrarsl
MEePKYCCUU U ayCKYJIbTallUU Cep/lia: MePKYTOPHO rpa-
HUIIBI cep/ilia HE UBMEHEHbI. AYCKYJIbTaTUBHO: TOHbI
cep/lia pUTMUYHBIE, SICHBIE, MATOJOTUYECKUX LIIYMOB
He ornpenensieTcs. YacTora cepaeuyHbIX COKpallleHU
U IIyJbca — 63 ynapoB B MUHYTY. [1yJbC pUTMUYHBIIA.
AptepuanbHoe nasieHue (A) — 110/70 MM prt. CT.
SI3bIK YMCTBIN, BlIaXHbIA. 2ZKMBOT 0OBIYHOI (hOPMEL.
PesynbraThl najabnanyuy OpraHoB OPIOIIHOI ITOJIOCTH:
najbnanus 6e30oe3HeHHa. [leueHsb 1o Kpaio pedep-
Hoit myru. Cene3énka He nanbnupyercs. IlepkyTop-
HO I'paHUIIbI CeJIe3€HKU B mpeaesiax HopMbl. [lanbma-
LS KUAIIeYHUKa 0e3001e3HeHHast. OCMOTp MOSICHUY-
HOIM 00J1aCTU: MATOJOIrMYECKUX U3MEHEHUI He OIlpe-
nensetcs. [Tanbnanus novyek: 06JacTb MPOSKUKUU T10-
YyeK BHellIHEe He u3MeHeHa. CUMIITOM MOKOJauuBaHUs
OTpULIATEIbHBINA C 00euX CTOpOoH. Juype3 B mpeaenax
HopMbl. OlleHKa XapakTepa CUCTEMbl MOYEUCIYyCKa-
HUS: CO CJI0B MALIMEHTKU, CBOOOIHOE, HE 3aTPYAHEHO,
MIpOM3BOJIbHOE, Oe3001e3HeHHOe. OLeHKa XxapaKTepa
CTyJla M KpaTHOCTH JeheKallu: CO CJIOB MalUEeHTKH,
HOpPMaJIbHBINA, 0(OPMICHHbIN, 0€3 MaTOJIOTMYECKUX
BKJIIOUeHMIi, 1—2 pa3a B geHb. Hanuuue cuMIiromoB
pasapaxkeHusi OpIOLIMHEL: He ompeaenstorcsa. Hanu-
yrie MEHUHI€aJIbHbIX CUMIITOMOB: HE ONPENesIIOTCS.

Hegpoaocuueckuii cmamyc. 1 napa — oOOHsSIHUE:
HopMa. II mapa — 3penue: HopMma. 11, IV, VI mapsr —
3pauyky Kpyrjble, cpeaHell BelnunHbl, D = S, nB1xKe-
HUeE IJIa3HBIX SI0J10K B OJIHOM 00bEMe. 3pauyKoBbIe pe-
aKIMK Ha CBET XMBble. 3pauKOBbI€ peaKklIMd Ha KOH-
BEPreHIMIO XUBble. 3paukKoBble peakllui Ha aKKOMO-
nmauuio xusble. I1To3: HeT. Kocornasue: Het. JIumio-
Must: HeT. V napa — TOYKU BbIXO/Ia TPOMHUYHOIO HEPBa
0e300s1e3HeHHbIe. YyBCTBUTEIBHOCTD Ha JIMLIE COXpa-
HeHa. KeBaTeJIbHYI0 MYCKYyJIaTypy HampsiraeT J0cTa-
TOouHO. BKyc Ha g3bike He udMeHeéH. VII mapa — nuio
cuMmMeTpryHoe. DYHKINST MUMUYECKON MYyCKYJIaTyphl
nocratounas. VIII mapa — ciyx coxpanéH. Hucrarma
HeT. ['ooBokpykeHus HeT. IX, X mapbl — rojioc He 13-
MeHEH. [ 1oTaHue He HapyleHo. JIy>KK1 MSITKoro HEOa
CTOSIT CUMMETPUYHO, ITPKY (poHALIMU MOABWXKHBI. 1710~
TOUYHBIN pediiekc coxpaHeH. XI mapa — IBMXKEHUSI TO-
JIOBBI HE OTpaHnyYeHbl. [11eun mogHuMaeT o1MHAKOBO
¢ 00eux ctopoH. XII mapa — SI3bIK I10 CpeaHEel TUHUU.

Atpodun MBI s3bIKa HeT. PAaCHUKYISIINUS MBIIIIT
s13bIKa: ecTh. Pedpiekchl opaibHOro aBTOMaTu3Ma: HeT.
OOBbEM aKTUBHBIX ABMXKEHUI B pyKaX HE OTpaHUYECH.
OObEM aKTUBHBIX ABUXKEHHUI B HOraX HE OTpaHUYEH.
Bepxuss npoda bappe: oTpuliaTenbHast ¢ 00eux cTo-
poH. HizkHss poba bappe: monoxureabHass ¢ 00e-
ux cTopoH. Cujia B pykax B IMPOKCHMMAaJIbHbBIX OTIAE-
nax: 4 6ajuia ¢ AByXx cropoH. Cuiia B pyKax B IMCTaJlb-
HBIX oTaenax: 4,5 0aja ¢ AByX cropoH. Cuiia B Horax
B IIPOKCHUMAJIbHBIX OTIeJiax: 3 Oajijia C JBYX CTOPOH.
Cuia B Horax B JUCTaJIbHBIX OTHesax: 4 0ajijia ¢ ABYX
CTOpOH. TOHYC MbII1I1] B KOHEUHOCTSIX: B pyKax TMITOTO-
HyC, B Horax runotoHyc. IlceBmoruneprpodus UKpo-
HOXHBIX MbILILL. JIBUXKEHUS B LLIEHHOM OTJejie MO3BO-
HOYHMKA He orpaHnyeHbl. KapnopaauanbHblie pediiek-
Cbl He BbI3bIBalOTCs. Pediekchl ¢ Oulierca pe3Ko CHU-
JKEeHbI, paBHBIE. PedieKchl ¢ TpUliernca He BhI3bIBAIOT-
cs1. KosieHHbIe pedieKchl He BBI3bIBAIOTCS. AXUILJIOBBI
pediekchl He BbI3biBaloTCs. IlomolBeHHbIE pedek-
Cbl HE BbI3bIBalOTCS. bploliiHbie pedieKchl BbI3bIBAIOT-
cs, paBHble, yMepeHHble. CTOIMHbIE MaTOJOTMYECKUE
peduiexchl: HeT. KucTeBble marojornyeckue pedaek-
cbl: HeT. KiioHychl cron: HeT. MeHUHrealbHble CUM-
MTOMbI: HET. boJjieBasi 4yBCTBUTEIbLHOCTb HE U3MEHE-
Ha. TemmeparypHas 4yBCTBUTEJIbHOCTb HE HU3MEHE-
Ha. I'mybokue Buabl YyBCTBUTEIBHOCTU HE M3MEHE-
Hbl. BubpalimoHHast 4yBCTBUTEILHOCTb HE U3MEHEHa.
MBbI111€YHO-CYyCTaBHOE YYBCTBO He u3MeHeHo. Ilablie-
HOCOBasi KOOPIAMHALIMOHHAS PO0a: BBITTOJHSET YI0B-
JIETBOPUTEJIBHO, C IByX CTOPOH, TPEMOP MaJIbLEB BbI-
TSHYTBIX pYK. [TTOUHO-KOJEHHAs: KOOPAWHALIMOHHAS
poOa: BBIIOJHSIET 3aTPYAHEHHO 13-3a Iapesa, ¢ 0de-
ux ctopoH. Atakcusi: HeT. ITo3a PomOepra: mokauuBa-
ercs, U3 1o3bl He BbixoauT. [Toxonka yruHas. Anua-
JIOXOKMHe3a HeT. He3HauuTe bHO BbIpaK€HHbIN CKO-
JINO3 TIOSICHUYHOTO OTAeNa Mo3BOHOUHMKA. [Tanbna-
1IMs1 TTO3BOHOYHMKA T10 OCTUCTBIM OTPOCTKaM 0e300-
ne3HeHHa. JledaHc mbil cruHbl: HeT. Ilanbnaius
OKLIMITUTAIbHBIX TOYEK 0e300je3HeHHa. CHUMIITOMBI
HaTSDKEHUS OTpullaTesibHble. BereTaTuBHBINA cTaTyC:
BJIAXKHOCTb KOXU B IpeesiaX BO3PACTHOU HOPMBI, Op-
TocTaThyeckas mpoda — IMyJibC OTHOCUTEIbHO 3aMe/ -
JIeH, aepMorpadusM po30Bblil, TUIT peaklMU Cepaey-
HO-COCYIMCTOM CHUCTEMbI Ha (PU3MUYECKYIO Harpy3Ky
— TUIIEPTOHUYECKU, BJIAXXHOCTb KOXHU B Ipeaesnax
BO3PACTHOU HOPMbI, TUIEPTUAPO3 AUCTAbHBIN, Calb-
HOCTb KOXW HOpMaJjibHasl. PaciimpeHHas 1ikajia Mo-
topHbiX PpyHkumit HFMSE (Hammersmith Functional
Motor Scale — Expanded) — 57 6amios [§]. Cumnrom
T'oBepca mon0XUTEIbHBIA.

JonosHuTesbHOE 00C/e0BAHHE

Kpeamungocpoxunaza — 386,00 ME/n
(26.01.2023), pedepeHcHOe 3HAYEHWE IS KEHIINH —
26,00—140,00 ME/n.

IIpu mpoBenenuu urojpuaroir DMI' 28.03.2023
(m. deltoideus dextra) 3apermctTpupoBaHa CIIOHTAHHAs
aKTUBHOCTb B BUJI€ MOTEHLIMAJIOB (PUOPMILISLINIL; aM-
wmrtynaa v pmreabHocTh T E moBbleHb; moaudasus

KnuHnyeckne cnyvam
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[11E He3HauMTeIbHAS, aMIUIATYIA MHTEPMEPEHIIMOH- B CTOPOHY BBICOKMX aMITIUTYI M HU3KUX YaCTOT — Xa-
HOTO MaTTepHa C pa3pekeHNeM KPMBOI — XapakTepHas — paKTepHO I HEeMporeHHOro mpoiiecca (puc. 1).

JUTST HeliporeHHOTo mpotiecca. Ilpu uronpuaToit DMIT Ilposedeno uccaedosanue necnpogouuposGaHnvLx Obl-
(m. tibialis anterior sinistra) 3apeTUCTPUPOBaHA CIIOHTAH-  XaAMeabHblX 006émoe u nomoxoe (29.03.2023). ITokasa-
Has aKTUBHOCTDL B BUJIE MOTEHLMAIOB (GUOPWIISALINKI,  Teib xXKu3HeHHOo# éMkocTh nérkux (KEJT) — 81 %. Io-
TMTOJIOXKUTEIbHBIX OCTPBIX BOJIH; aMIIMTYIa U JUINTENIb-  KazaTedb 00béMa hopcrupoBaHHOro Beimoxa (ODB1) —
Hoctb [1J1E noBbiueHsr; nomudasus [IJE ymepernas, 99 %. CoorHoiuenune O®B1/DXKEJl — 92,4. 3akimo-
TYPHO-aMITIMTYIHBII aHAJIN3 CO CMEILIEHUEM «00j1aka»  YeHUE: HOpMaJIbHasl CITMPOMETPUSL.

Kavtnku ©rs0Y BO UIMY M3 P® Kaburet O/ no Helipodusnonorumn
r.hpkyTck, 6ynbeap FarapuHa, 18 ten: 280812 (222)

potokon o6cnepoBaHuA
36 ner Aarta obcnegosakus: 28 mapra 2023 r.

dnexrpomuorpadpus

Quantitative EMG

nvrensHocts NAE Amnautyaa NAE
MwuH. |Makc. [Cpegn. (Hopma (Otka. Cra- Kon- MuH. |Maxc. (Cpegu. |Hopma |Otka. [Moam-
ANAT. AT, |\BAWT. |ANWT, |ANAT, | |BO amna, (amnn, |amna, |amna, |amna., (dask.,
MC MC MC MC % A nae MkB  |MkB  |mxB MKB % %
Bce |7.42 (188 (125 10,8 +154 |llb |33 Bce 288 13606 (1204 (750 +60,6 |24.2
H/d|742 |161 (12,2 25 H/$[288  |3606 1261
n/¢/949 188 (134 8 N/$]453  [2045 (1026
Aavrenbrocms NAE AnvirenbHocTs-amnautyaa NAE
g 2 10000
g s
i ° =
E 0 2 100 ; : . ; -
0 S 10 15 20
AAuTenbHOCTb, MC AnvreabHocrs, Mc
%% Noaudasnee — Hopma B MonudasHeie — Hopma

PUC. 1. SnekTpommorpagus naymeHTku Y., 36 net
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Boinoanena komnslomephas momoepagus no36oHo4 -
Huka (onvH otaen) (29.03.2023). 3akmouenue: Jlere-
HepaTUBHO-IUCTPOGUIECKIE U3MEHEHUS MTOSCHUIHO-
KPEeCTILIOBOTO OT/e/Ia MO3BOHOYHMKA. YMEpPEeHHas CKO-
JMoThYeckas nedpopManms MoICHUIHOTO OTaesa To-
3BOHOYHUKA. PerponceBaocnonawionucres L3, 1 cT.
MCKT-kapTuHa 10p3aIbHOII paBHOMEPHOI IPOTPY-
311 MeXM03BOHKOBoro aucka L5—S1. KameHns mpa-
BOW MOYKHU.

Ilposedén ecenemuyeckuli anaau3s Ha 8vLaaeHue cnu-
HAAbHOU Mblue4Hol ampoguu.

AHanu3 Hanuuusl 3k30Ha 7 reHoB SMNI1/SMNZ2
(03.02.2023): 3aperucTpupoBaHO OTCYTCTBHE CUTHAJIA,
COOTBETCTBYIOLLETO 2K30HY 7 reHa SMN].

ITouck nenenuii B rene SMN1 (07.02.2023): B pe-
3yJIbTaTe UCCIEA0BAHUS Y IpobaHa 3apeTuCcTprupoBa-
Ha aesenus 9k30HoB 7—8 reHa SMN [ B roMO3UTOTHOM
coctossHuU. Henenust 3k30HoB 7—8 reHa SMN1 B ro-
MO3UTOTHOM COCTOSIHMH SIBJISIETCS TTPUIMHOM TTPOK-
CUMaJIbHOM CIIMHAJIBLHOI MBIIIEYHOU aTpodum 5q.

Onpenenenue 4yucia Konuili reHoB SMNI,
SMN2 (21.02.2023): 3apeructpupoBaHo 0 Komui
9K30HOB 7—8 reHa SMNI, 4 Kornuu 3K30HOB 7—8
reHa SMN2, 4yTo moATBepXJaeT OMArHo3 CIMHAJIb-
HOI MbIlIeyHou aTpodun 5q III tuma.

Jleuwenue: uutunuraM 1 apaxe 3 pasa B CYTKU;
mekcugoa 4,0 ma Ha 200,0 M1 pU3MOIOrMUECKOIO
pacTBopa BHYTPUBEHHO KameJbHO No 8; KOpPTeKCHH
10 Mr Ha 2,0 GpU3HOJIOTMYECKOr0 pacTBOpa BHYTPHU-
MbliedHo Ne 8; JIMK u pusnoneuenune. CyobeKTHUB-
HO: COXpaHseTCs ¢Iab0CTh B HOTaX M pyKax B IIPOKCH-
MaJIbHBIX OTAeJIaxX, OOJbIlIe B HOTaX; CJIaOOCTh B CITH-
He. Ha ¢poHe leueHusT oTMeYaeT HEKOTOPYIO CTaOMJIN -
3all1I0 COCTOSTHUSI, B HACTOSILIEE BPEMsI IIPU TIPUBBIY-
HOI (hM3UYECKOM HArpy3Ke HEe BO3ZHMKAIOT CyIOpPOrUd
B HOTaX, pyKax, TeJie; HeT IPoXKaHUs B pyKax 1 HOTax;
He MOSIBJISIETCS YyBCTBO HEXBATKU BO3ayxa Iocie ¢hu-
3UYEeCKOM Harpy3ku; 00Jib B Tejie He OSCIOKOUT; ro-
JIOBHas1 00JIb HA MOMEHT ocMOTpa He becriokout. I1a-
IIMEHTKA BBIMMCAHA IO AUCITAaHCEPHOE HAOII0IeHIE
y CIIEIMAIMCTOB 10 MECTY XKMTEJIbCTBA ¢ KOHTPOJEM
ypoBHs KpeaTuHpochokuHazel (KDK).

Pexomendoeano: ponoIXuTh aMOyJIaTOPHO
MpUEM Karcya THOKTOBON KucioThl 600 Mr yrpom
10 3 Mecs1eB; Kypchl THOKTOBOM KUCIOTHI 1—2 pa3a
B rof; Kypc unugakpuxa 20 mr 3 pasa B JeHb 10 2 Me-
CSI1IEB; KYPChl UMMUAaKPMHA HECKOJIBKO pa3 B TOII C Me-
pepbiBoM Mexay Kypcamu B 1—2 mecsia. JIOK pery-
JnsipHo. Kypebl ¢usnoTepanuu, Maccaxa mpu OTCyT-
CTBUM IPOTUBOIIOKAa3aHUil 1—2 pa3a B roa. I'umosnu-
muaemMuueckas auera. Konrpoas KK amOynaTop-
HO 4Yepe3 6 MecsleB, uccienoBanne yposHs 25-OH
ButamuHa D. KoHcynbTauusi reHeTuKa.

OBCYXXJAEHUE

IIpencraBaeHHbI KIMHUYECKUI CTydyail 1€MOH-
CTPUPYET NOCTATOYHO MO3AHUI 3Tal BepuduKa-

uuu guarHo3a CMA. OcoO0eHHOCTBIO Cydasl SIBJISI-
€TCSl OTHOCUTEJIbHO OJarompusITHBIA TUMN TEeYEHUS
3abosieBaHMs ¢ aeboToMm mocie 18 mecsaues (CMA
III Tuna). IlepBbie IpoOIEMbI B IBUraTeIbHON ce-
pe TOSIBWJIMCH B IIKOJILHOM Bo3pacTte. bonbHas Kiu-
HUYECKM HEOIHOKpATHO o0cienoBajach U ObLia Ipa-
BUJILHO OTpejesieHa TPYIIa MaToJOTUM — HEePBHO-
MbllIeUyHble 3abosieBaHus. KianMHuYeckass KapTuUHa
B 3HAYMTEJbHON CTeNIeHW MUMHUKpHUpOBajIa MHOIIA-
Tuio Opba — Porta. OTHOCUTENbHO MSTIKUIA Xapak-
Tep 3a0oyieBaHUs, OTCYTCTBHE BHEAPEHUS B PYTUH-
HYI0O KJIMHUYECKYIO MPAKTUKY MOJEKYJISIpPHO-TeHe-
TUYECKOTO MCCJIEIOBAHUS HE CITOCOOCTBOBAIU YET-
Koii Bepupukauuu Ho3ouoruu. IlpoBenéHHas Brep-
Bbie B 2022 r. OMI BbIsiBUIa HaJlMuMe COOHTAHHOM
aKTUBHOCTM B BUJE MOTEHLMUAIOB (DUOPUIISLIUIA.
C 3TOro MOMeHTa B AMArHOCTUYECKUIN aJrOpuUTM
ObLIO BKIIIOYEHO MOJEKYJISIPHO-TeHETUUYECKOe MC-
cienoBanue [2, 9, 10]. I[ToaTBepXaAE€HHBIM AUArHO3
CMA III tuma, corjacHO KJIMHUYECKUMM PEKOMEH-
JIanusaM, TpeaycMaTpruBaeT MPOBEACHUE ITaTOreHe-
TUYECKOI Tepaluy C HazHaueHHEM IpernapaTta Hy-
cuHepceHa [3, 9, 10].

YuuTtbiBasg HaJIUUME FEHETUUECKN MOATBEPXKIEH -
HOW CIIMHAJbHOM MBILIEYHON aTpoduu, KOTopas
HOCHUT HEYKJIOHHO TIPOTPECCUPYIONINIA KU3ZHEYIPO-
JKAIOLIMI XapaKTep, HE3HAYMTEIbHYIO CKOJUOTHYE -
CKyI0 AedopMaluio, pepTUIbHBINA BO3pacT, C LEJbIO
MpenoTBpallleHUSI TPOTPECCUPOBAHUS 3a00JIeBaHUSI,
CTaOMIM3alK IBUTATEIbHBIX (DYHKIINM, COXpaHEHUS
CaMOOOCTYy>KMBaHUS IMOKa3aHO MTOCTOSTHHOE IJTUTETb-
HOE€ MaTOTeHEeTUYECKOEe JIEYSHHE 110 XKM3HEHHBIM I10-
kazanusaMm. [IpennmodruTesieH mpemnapaTr HyCUHEpPCeH,
12 Mr uHTpaTeKanabHO, 10 cXeMe. boibHas HampaB-
JIeHa B CHeLIMaIU3UPOBAHHBIN LIEHTP VIS IIPOBEIE-
HUS TTaTOTeHeTUYeCcKoro JeuyeHus. IlammenTka mpo-
JOJKAaeT HaXOMUThCS MO TMHAMWYECKUM HaOIIoe -
HUEM B KJIIMHUKE HepBHBIX OoiyiesHeit ®I'BOY BO
NUI'MY Munzapasa Poccuu.

3AKJTIOYEHUE

V auu Moogoro Bo3pacTa ¢ KJIMHUYECKU BbI-
CTaBJICHHBIM AMAarHO030M HEPBHO-MBIIIIEYHOr0 3a00-
JIEBaHUS WM MOJA03PEHUEM Ha TAKOBOE IIPOBEACHUE
TeHETUUYEeCKOro o0cIeOBaHUS SIBASIETCS 00s3aTeNIb-
HbIM. B yacTHocTu, nmpu mpoBeneHuun auddepeH-
LMaJbHOIO JMarHo3a CO CHMWHAaJIbHOW MbILIEYHOM
aTpodueil TOJXKHO MPOBOAUTHCS MOJEKYJISIPHO-TE-
HeTUYeCcKoe MCcleqoBaHue MyTaluil B reHe SMNI.
Bepudukanus guarHosa mo3BOJISIeT BbIOpaTh IIpa-
BUWJIbHYIO TAKTHUKY JIEYEHUS W IIPOBOAUTH I1AaTOTe-
HeTUYeCKOe JIeYeHHUEe, YTO CIIOCOOCTBYET CTAOMIM-
3allMMd COCTOSIHUS M YJIYYIIEHUIO IIPOrHO3a y TaKUX
nanreHToB. Takke HEOOXOAMMO TeHETHYECKOe Te-
CTUpOBaHME CUOJMHIOB MHallMeHTa C HEePBHO-MbI-
LIIEYHBIM 3a00JIeBAHUEM JIS1 BBISIBJICHUS Y HUX I10-
JIOOHBIX MyTallUi.
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OCOBEHHOCTUN ANATHOCTUKU U BEAEHUA NAUUEHTKA
C CMUHOAPOMOM ®PELEPUKA (KITMHW4YECKOE HABJIIOAEHME)

Noma T.B., Bpa3suc A.B.

®Ire0Y BO «MpkyTckuii rocypapCTBEHHbIN MeQULMHCKIIA yHuBepcuTeT» MuHsgpasa Poccum (664003, r. MpkyTck,
yn. KpacHoro BoccTanus, 1, Poccuns)

PE3IOME

OnuncaHune KNMHUYecKoro ciyvast. peacTasneHo KIMHUHecKoe HabnmtoagHe NauneHTK 77 NeT C BriepBble AvarHo-
CTUPOBaHHbLIM CUHAPOMOM Ppedeprka, KOTOPbIN MPEaCTaBISeT COBOM CoYeTaHVe MOCTOAHHOM (hopMbI (DUGPUNIALIAN
npencepaunii 1 NMosHoM aTPUOBEHTPUKYNAPHOM Gniokaap!. MoBOOOM A1 rOCMUTaNU3aLMM B CTaLMOHAP NOCYXKIO
060CTPEHNE XPOHNHYECKOrO NMaHkpeaTuTa. Y NauneHTK OTCYTCTBOBASIN Xanobbl Ha 6paamkapavio U CUHKOMambHbIe
COCTOSIHVIS, OOHAKO JleHeHe OCHOBHOIO 3ab0neBaHyist 6bIno 3aTpyOHEHO B CBS3W C Pas3BUTVEM OCTPOMO NOYEYHOMO
MOBPEXOEHNS Ha (DOHE XPOHNHECKOM GONE3HM MOHEK 1 HEKOMMEHCUMPOBAHHOM XPOHUHECKOW CepaeHHON HeooCTaTo -
HOCTW. [NprUMHOM pasBuUTUA cuHapoma Ppeneprka ABUIOCH BbIpaXKEHHOE PEMOAENIMPOBaHE MOKap4a BCleaCTBMe
3ab0MeBaHNIi, COCTaBNAOLLIMX KNACCUHECKYHO COBOKYMHOCTb METAG0IMHECKOro CUHOPOMA, — NLIEMNHECKON 60NesHN
cepaua, apTepuanbHOM MNepTeHsun, caxapHoro anabeTa 2-ro Tvna n OKNPEHVs.

3akniouveHue. [NpoBeaEHHbIN aHaIM3 HEMHOTOYUCTIEHHbIX OTEYECTBEHHbIX 1 3aPYOEXKHBIX INTEPATYPHbBIX UCTOYHNKOB
rnokKasar, 4To pasBuTVe CuHAapoma Ppeaeprika acCoLMMPOBAHO C yXyALLEHEM MPOrHO3a 1 PasBUTEM MHOrO06Pa3HbIX
OCJIOXKHEHUI, YTO 0BbIYHO HEeJoOLEHMBasTCA NevallymMi Bpadamu. C y48ToM TPYOHOCTEN ANAarHOCTUKL 1 BEASHNA
MaLVIEHTOB C AaHHOW NMaTosnormen HeoGXoaMMO NMETH HACTOPOXKEHHOCTL B OTHOLLIEHWW PasBuUTua cuHapomMa dpene-
pyvIKa, NMPexxae BCero y KOMoOPOUAHbLIX NaLMEHTOB MOXMIIONO 1 CTap4ecKoro BospacTa. CBOeBpeMeHHO NpoBeaeHHas
MeOVKaMEHTO3HasA KOPPEKLVA 1 HanpasieHre nauyeHTa Ha XMpypritdeckoe nedeHne nossonsaT YyullnTs NMporHo3
N YMEHbLLUTE NETaNbHOCTb Y NMaLMEHTOB ¢ hrbpunnsumen npeacepani.

KnroueBbie cnoBa: cvHApoM Openepvka, atproBeHTPVKYISoHaS 610kana, hvopunISLms rnoescepqmi

Ans untupoBanus: foma T.B., Bpasuc A.B. Oco6eHHOCTN AnarHoCTUKN 1 BeOeHWs NauveHTKy ¢ cuHapomom dpe-
Lepvka (KnnHndeckoe HabnopeHne). bavikansckui meguumHcekni xypHas. 2024; 3(1): 53-61. doi: 10.57256/2949-
0715-2024-3-1-53-61
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FEATURES OF DIAGNOSIS AND MANAGEMENT OF A PATIENT
WITH FREDERICK’S SYNDROME (CLINICAL OBSERVATION)

Goma T.V., Brazis A.V.
Irkutsk State Medical University (664003, Irkutsk, Krasnogo Vosstaniya str., 1, Russian Federation)

ABSTRACT

Description of a clinical case. The article presents a clinical observation of a 77-year-old patient with newly diag-
nosed Frederick’s syndrome, which is a combination of a permanent form of atrial fibrillation and complete atrioven-
tricular block. An exacerbation of chronic pancreatitis was the reason for hospitalization of the patient. The patient had
no complaints of bradycardia or syncope, but treatment of the underlying disease was difficult due to the development
of acute kidney injury against the background of chronic kidney disease and uncompensated chronic heart failure.
The cause of the development of Frederick’s syndrome was pronounced myocardium remodeling due to diseases
that make up the classic complex of metabolic syndrome — coronary heart disease, arterial hypertension, type 2 dia-
betes mellitus and obesity.

Conclusion. The analysis of a few domestic and foreign literature sources showed that the development of Frederick’s
syndrome is associated with a worsening prognosis and the development of various complications, which is usually
underestimated by attending physicians. Taking into account the difficulties of diagnosis and management of patients
with this pathology, it is necessary to be wary of the development of Frederick’s syndrome, especially in comorbid
elderly and senile patients. Timely medical correction and referral of the patient for surgical treatment will improve
the prognosis and reduce mortality in patients with atrial fibrillation.

Key words: Frederick’s syndrome, atrioventricular block, atrial fibrillation

For citation: Goma T.V., Brazis A.V. Features of diagnosis and management of a patient with Frederick’s syn-
drome (clinical observation). Baikal Medical Journal. 2024; 3(1): 53-61. doi: 10.57256/2949-0715-2024-3-1-53-61
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BBEJEHWUE

Cunapom @peaepuka NpeacTaBiIsgeT co00il 3IMo-
HUM (Ha3BaH B Y€CTh BIIEPBbIE €T0 OMMCABIIIETO B JIU-
TepaType YYEHOT0) U 3aKJII0YaeTCs B COYETAaHUU T10JI-
HOI aTpUOBEHTPUKYJIsIpHOU (AB) Gyokambl U Tperie-
TaHus — bubpwusinun npeacepauii. boixee 100 et
Hazan, B 1904 r., 6enbruiickuii ¢usuosor, npodec-
cop yHuBepcuteTa B JIbexxe Jleon @penepuk B aKCIIe-
PUMEHTE BBISBUJI, YTO Y XKMBOTHBIX C (PUOPUILISIIINA-
eit mpeacepamii (PI1) nepeceuenue mmyuka ['vca mpu-
BOIUT K PETYJISIPHBIM KETYITOYKOBBIM COKPAIIEHUSIM,
B TO BpeMsI KaK B MIPEACEPAUIX COXPAHIETCSI apUTMUS
[1]. Cungpom Dpenepuka Bcrpevaercs B 0,6—1,5 %
cpeay Bcex MalueHToB ¢ TpenetanueMm u OIT [2, 3].

CunTaercs, 4YTO NPUYMHAMHU Pa3BUTUS TAHHOTO
CHHIpOMA SIBJISIIOTCS BBHIpaXKEHHBIE CKIIEPOTUYECKHE,
BOCTIAJIMTENIbHBIE WK JeTeHepaTUBHbIC M3MEHEHUS
MUOKapaa BCIEACTBUE TSKEIBIX OPraHMYeCcKuX 3a00-
JIEBAaHUI cephlla, TaKMX KaK UILeMUYecKask 00JIe3Hb
(UBC), ocTphlii nHGpAPKT MUOKApAa, MUOKAPAUTHI,
KapIMOMUOITATUM WJIM IPYrue BbIPaXXEHHBIE CTPYK-
TypHble HapylueHus [4]. IIpoBoLupyOlIMMHY K MaHU -
dectauun pakTopaMyd MOIYT ObITh Upe3MepHbIe (pu-
3UYEeCKUE HArpy3KHu, IPUEM HEKOTOPBIX JIEKAPCTBEH-
HbIX TpenapatoB (M-XOJIMHOMUTUKU, OeTa-aapeHO-
MUMETUKU U T. [I.), HApyLIEHUE IJIEKTPOJIUTHOro Oa-
JlaHca, cTpecc [2, 4, 3].

HuarHoctuposaTh cuHapoM Ppeneprka Ha OCHO-
BaHUY KJIMHUYECKUX ITPU3HAKOB KpaitHe cioxHo. [1a-
TOrHOMOHUYHBIX MMPU3HAKOB OH He mMeeT. HuBenu-
pyIOTCS XKajlo0bl Ha cepaledueHue u nepedbou B pa-
b6oTe cepaua, xapaktepHble 1ast PII, mynbc cTaHO-
BUTCSI pPUTMHMYHBIM, YTO SIBJISIETCSI OCHOBHBIM OTJIMUM-
eM ot Opanucucroanueckoit hopmbl PI1. Ha nepsrrit
IJIaH MOTYT BBICTYIIaTh, XapaKTePHBIE TS CEPASTHBIX
0J10KaI IIPUCTYIIBL IIOTePU CO3HAHUS (ITPpUCTYIIbl Mop-
raneu — Agamca — CTokca), roJIOBOKPYKEHUS U clia-
0octu, a Takxke Opagukapausd [2]. JaHHoe cocTosiHUE
MOXKHO 3aII003PUTh y TTALIMEHTOB C M3BECTHBIM paHee
tpereranreM — D1 pu MOSIBIEHUN CMHKOIAIBHBIX
COCTOSIHUM, YpexkeHus myJbca [2, 5—8]. KimmHuueckas
KapTHUHA BapbUpPYyeTCs OT KpaiftHe BbIPaKEHHBIX TTPO-
SIBJICHUI (BO3MOXKEH JIaxKe JeTaJbHbII UCXO/) 10 Ma-
JlocuMIToMHoro TeueHus. I1pu monHoit AB-6iokane
(DYHKIIMIO BOAUTEISI PUTMA JIJIST XKEJTyTOUYKOB BBITION-
HSIOT KapAMOMUOLIMTEI TTyyKa ['Mca uim nucTaabHOi
YacTH aTPUOBEHTPUKYJISIPHOTO y371a, TIPU 3TOM BO3-
HUKaeT Opagukapaus (myiabc Huxke 40 ymapoB B MU-
HyTy). Ha (poHe 3TOro pa3zBuBaIOTCSI CUMIITOMBI HeE-
JIOCTAaTOYHOCTU KPOBOOOPAILIEHUS, B TOM YMCIIE TIPU-
CTYyNIbl MOTEPU CO3HAHWUS, CBI3AaHHBIE C TUIOKCH-
elf TOJIOBHOTO Mo3ra. B psje ciayyaeB y manueHTOB
HaOJII0IaeTCsl KeJIyIOUYKOBBII pUTM ¢ yacToToi 50—
60 ymapoB B MUHYTY; TOTIa CUMITOMBI HEIOCTATOY-
HOCTM KPOBOOOpAIlleHUsI He Pa3BUBAIOTCS, U COCTO-
siHMe OOJIbHOTO OCTaéTcsl CTabWJIbHBIM. B Takoii cu-
Tyalluy y TIalIMEHTa C paHee CYIIeCTBOBABILIEH Taxu-
dopmoit PIT KynupyroTcs KaJloObl Ha cepalieOrueHue
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1 TIepeOou, MyJIbC CTAHOBUTCS PUTMUYHBIM, COCTOSI-
HHE YJIy4YIlIaeTcsl, YTO MOXHO OIIIMOOYHO MHTEPIIpe-
THPOBATh KaK BOCCTAaHOBJIEHUE CUHYCOBOTO puT™Ma [2].

HuarHoctuka cuHapoma @peneprka MpoOBOAUTCS
Ha OCHOBaHUM JaHHbIX 3JieKTpoKapauorpaduu (OKI').
Bupxb npusHaky nosxHoil AB-0J10Kanbl: pUT™M y3J10-
BoIi (Heum3MeHEHHbIe KoMIuieKchl QRS mpencepaHoro
TUTA) WIN WANOBEHTPUKYJISIPHBIN (YIIUPEHHBIE, Je-
¢opmupoBaHHble KoMIuieKchl QRS kemymoukoBoro
tumna) Ha ¢oHe DII, xapakKTepHBIM MPU3HAKOM KO-
TOPOU SIBJISIIOTCS OTCYTCTBHME 3yOLa P u mosiBieHue
BoJiH f (mpu MepLiaHuu nipeacepaunii) wim F (mpu Tpe-
netaHuu npencepauii). OgHako y psga ITalMEHTOB
¢ O®IT Bonnbl f wnm F Ha cranmaptHoit DKI moryt
OTCYTCTBOBaTb, a 3HAYUT, W TIPU PA3BUTUU CUHIPO-
Ma @PpeneprKa TaHHBINM TTPU3HAK BBISIBUTH HE yOAET-
cs. MatepBanbl RR paBHBI Mexay coOoii, a Hepery-
JISPHBIA PUTM MOXKET OBITh CBSI3aH C Pa3BUTHUEM IKC-
Tpacucronauu [6].

JleueOHag TakTuKa nipu cuHapome Openeprika 3a-
KJTIOYaeTcs B JIEYeHUM OCHOBHOTO 3a00JIeBaHUSI, TIPO-
(unakTuKe ciyyaeB BHE3aIMHON CMEPTH, KOPPEKIIUU
KJIIMHAYECKMX MPOSBICHUN 1 CEPACYHOM HETOCTATOY -
HOCTU. MenrKaMeHTO3Has Teparus IIPOBOIUTCS B CO-
OTBETCTBHUM C OCHOBHBIM 3a00JieBaHWEM, OTMEHSIIOT-
Cs1 WJIA OTPaHMUYMBAIOTCS JIEKapCTBEHHBIE MPEeIapaThl,
yCUIMBaIoIue Opagukapauio (6eta-0J10KaTOPHI, aH-
TUAPUTMUMKU, aHTATOHUCTHI KaJablus U Apyrue). Bos-
HUKHOBEHUE OJIOKAIbl BHICOKOW Tpamaluiy sIBJISIEeTCS
MOKa3aHWeM ISl UMIUIAHTAllUM 3JIeKTPOKaApIUOCTH-
myssaTopa (DKC), HO mpu OTCYTCTBMU CHUMIITOMOB,
CBSI3aHHBIX C YpexXeHMEeM myJjbca, mojab3a oT DKC
COMHUTeJbHA. MIMITaHTa1sI TIOCTOSTHHOTO BOIUTEIS
pUTMa TMOKa3aHa TMallMeHTaM ¢ mpucTyrnamu Mopra-
Hbu — AgaMmca — CTokca ¥ BbIpaXKeHHOU Opaaukap-
JIAei, 4TO MO3BOJISIET YAYYIIUTh CAMOUYYBCTBUE U CY-
IIECTBEHHO TPOMINTH KU3Hb MallMEHTaM C CUHIPO-
MmoMm @penepuka [9].

KITMHWYECKUI NMPUMEP

IManuentka 1., 77 neT, nocTynuia B MJIaHOBOM
MopsiAKe B TepaleBTUUYeCcKoe oTaesieHne KamHuk
®dI'bOY BO «MpKyTcKuii ToCyIapCTBEHHBINA Meau-
LIMHCKUI yHUBepcuTeT» MuH3znpasa Poccuu mo mo-
BOJYy 00OCTPEHMSI XPOHUUECKOTO OMIMapHO3aBUCHMO-
ro MaHKpeaTuTa ¢ HapylleHueM BHYTPUCEKPETOPHOI
GYyHKIMM IOIKETyIOouHOM Keje3bl. Kpome Xkano0,
CBSI3aHHBIX C TTaTOJIOTHEH MUIIIeBaPUTEIbHOIO TPaKTa,
MalMeHTKA JOTIOJTHUTEIBHO OTMeYasia TOJIOBHBIE 001
pa3IUTOro xapakrepa (0COOEHHO IIPU MOBLILLIEHUHN ap-
tepuanbHoro nasiaeHus (AI) no 170/100 Mm pT. CT.),
MepUOANYECKYIO ONBIIIKY TPU He3HAYUTETbHOU (hu-
3UYECKOI Harpyske, aHTMHO3HbIE OOJIM, BO3HUKaIO-
1I1e puy noabeMe Ha 1-1 3Taxk, OTEKM HOT 10 KOJIEH,
CYXOCTb BO PTY, Xaxny. VI3 aHamHe3a JOTOJHUTEIb-
HO u3BeCTHO, 4To Oosiee 30 JieT oHa cTpamaeT caxap-
HBIM A1a0eTOM 2-ro TuIa, apTepuaJbHOI TUIIEPTeH-
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sueii (Al'), UBC, creHokapaueil HaIpszKeHUSI, I1O-
ctuH@apkTHBIM Kapauockiiepo3oM (ITMKC) neyrou-
HEHHOU TaBHOCTU; TocTossHHag ¢opma DI guarHo-
crupoBaHa B 2005 r. IIpencrapieHa neppasi CTpaHULIA
BBIIMMMCHOTO SMUKpPHU3a U3 JTHEBHOTO CTAllMOHApa IIeH-
TpaJlbHOM pallOHHOIN OOJBHUILIBI MO MECTY XUTENb-
crBa ot 21.08.2023 ¢ quarno3zom MBC, xpoHuyeckas
cepuaeuHas HegoctatouHocTh (XCH). ITanuenTka pe-
TYJISIPHO TMPUHMMAaA JeKapCTBEHHYIO Teparuio: Ou-
comnpoJiof, kopaadiekc, jJo3apTaH + TMAPOXJIOPTU-
asui, aleTWICAIMIWIOBYIO KHUCIIOTY, PO3yBacTaTWH
U TPUMETa3UINH.

IIpu 00BEKTUBHOM OCMOTpE: UHAEKC MacChl Teja
36,1 Kr/M%; 51aCTMYHOCTb KOXHBIX ITOKPOBOB CHU-
XKE€Ha; TYprop CHMXeH; nepudepudeckue OTeéKM HOT
J10 KoJsieH. YacToTa JbIxaTebHbIX IBUXKEHUI 17 B MU-
HYTY; IIPY ayCKYJIbTAallUU JIETKUX IbIXaHUE Be3UKYIISIP-
HOe, B HIDKHUX OTAeJaX Pe3Ko OCiabieHO, XpUIIOB
HeT; catypauus 98 %. BepxylueuHblii TOTUOK CMELIEH
BJIEBO (B 5-€¢ MexXpeOephbe I10 JIEBOM CPeIHEeKITIOUNY-
HOW JIMHNN); TOHBI CepAILIa MPY AyCKYJIbTaLUNA TTPUTITY-
IIEHBI, aPUTMUYHBI; YACTOTA CEPACUHBIX COKPAIIEHUI
(UYCC) 65 B munyty; A 140/90 MM pT. CT. Ha 00eUX
pykax. ZKMBOT mpu 0CMOTpe yBEJIUYEH B 00bEME U3-
3a Ype3MEPHOTO Pa3BUTHS TTOAKOXKHO-XKMPOBOTO CJI0S],
Ipy Tajbliauuy 00JIe3HEHHBIN B Touke Poxke, B 30He
I'y6eprpuna — CKynbcKoro, B anuractpuu. Ipyrue
OpraHbl U CUCTEMEBI 0e3 0COOEHHOCTEI.

IIpu oOGcnenmoBaHUM BHISIBI€HA HOPMOXPOM-
Has HOpMoLUTapHasi aHeMusl (YpOBE€Hb IeMOTIJIO0U-
Ha — 115 1/71); HemocTaTOK (hOJIUEBOM KUCIOTHI —
2,05 ur/mn (Hopma 4,6—18,7 Hr/mi); yBeJIMueHUE
CKOPOCTH OCeIaHUs SPUTPOLUTOB — 87—74 MM/d;
runeprivukeMuss — 9,96 MMoJb/J1; CUHIPOM XOJe-
craza (menouyHas docdoraza — 395,5 En/a (HOp-
Ma — g0 306 En/m), raMma-riayTaMuITpaHCIIenThAA-
3a — 160 En/n (mopma 11—50 En/n)); runepypuke-
MUl (MoueBas kuciaoTa — 423,0 MKMmonb/n1 (HOpMa
150—350 MKMOIIBb/7T)); CKOPOCTDH KIIyOOUKOBOI (DMIIb-
TpauMK B AuHaMuke — 36 mu/mun/1,73 M2 (HopMma
53—40 ma/mun/1,73 M2), 4TO, BEPOATHO, CBA3AHO
C OCTPBIM TTOYEUHBIM TTOBpEXXIeHNEM Ha (poHe camo-
CTOSITEILHOTO TIpHUEMA CITa3MOJIUTHUKOB.

ITo nanabM DKI: putMm @I1 ¢ yacToTOIM KeIya0u-
KOBBIX COKpalleHUil 55—65 B MUH, B CpegHEM HOp-
ModopMa ¢ TeHIeHLMel K Opaaudopme, ripeodiiana-
HHUE ITOTeHLMANOB JeBoro xeinynouka (RVS > RV4),
yMepeHHbIe nug¢y3HbIe HapylIeHUe MIPOLIECCOB pe-
nonsgpusauuu (3yoeu T(+) muddy3HO HU3KONH aM-
IMTyabl). B nnHamuke: 6pagucucronnyeckas ®I1 —
52 ya./MUH, COCTOSIHHE TIPOLIECCOB PETOJISIpU3aIllii
0e3 CyLLeCTBEeHHOI TMHAMUKY. YUUThIBAsI pPUTMUYHOE
COKpallleH1e XKeJTyT0UYKOB, He UCKITIOYAeTCsI CUHIAPOM
®penepuka (puc. 1).

JaHHbIe 3x0KapauorpapuIeckoro 1uccaeaoBaHus
(TUn paTyMKa — CeKTOpHbI M-5S, noctyn cyoonTu-
MaJIbHBIN (HEKOTOpPBIC TapaMeTphl K U3MEPEHUIO He-
noctynHbl)). Poct 158 cMm. Macca tena 90 kr. Ilimo-
maas nosepxHoctu tena 1,91 kr/m2. Uccnenosanue

npoBeneHo Ha ¢oHe HapyueHus putma (HCC 55—
64 yn./muH): aopra 1,9 cM Ha ypoBHe (HUOPO3HO-
ro xojabla, 3,5 cM Ha ypoBHE CHHYCOB BajibcajbBhbl,
Bocxoasuii otaena 3,3 cM, ayra 2,2 ¢M; CTEHKHU aop-
THI YTOJIIIEHBI, TUTIEpIXOreHHbIe. JIErouHas apTepus
(mnameTtp) 2,4 cm. JleBoe mipencepaue 6,0 x 4,1 cm,
06neM 88 mu. Muzpekc ooneéma 46,07 mia/m2. JleBblii
Xenaynouek (M-pexuM): KOHEYHO-AMACTOJIUYECKUA
pa3mep 5,4 cM, KOHEUHO-CHCTOJIMYECKUI paszmep
3,7 cm. TojlmHa MEXCKeIyIOouKOBOM MEeperopoaku
1,2 cM, 3amHell CTeHKM JIEBOrO Xeaygoyka — 1,2 cMm.
KoneuHo-nuacronnyeckuit oobeéMm 141,31 M, KoHed-
HO-CUCTOJIMYECKUI 00bEM 58,13 mul, ymapHbIA 00b-
ém 83,18 mu1. YnapHsblii ungekc 43,55 mi/m2. Ppak-
uust BeiOpoca (Simpson) 58,86 %. Macca muokapaa
seBoro xenygouka (mo Devereux) 264,42 r, WHAEKC
Macchl MHUOKAapja JIeBOro xeaymouka 138,44 r/m2.
OTHoOcUTebHAS TOJIIMHA CTEHKH JIEBOTO XeJyIou-
ka 0,44 cm. IlpaBoe npeacepaue 5,8 x 4,5 cM, 00BEM
65 i1, uHgeKkc o0neMa 34,03 mu/m2. TIpaBblil Xey-
JIouek (B mpUToUYHOM otaeiie) 3,5 cMm. TpaHcmylibMoO-
HaJIbHBIM MUMKOBBIN TpagueHT 3,8 MM PT. CT., TpaHca-
OPTaIbHbBIN MUKOBBIN IrpagueHT 11,9 MM pT. cT. Jlna-
crojimyeckast pyHKIUS JeBoro xeaynouka. [Iuk E —
0,51 m/c; E/A — 0,66. Tun HamoJHeHUsT PUTMIHBIIA.
Tun BbeIOpOCAa HOPMOKMHETHUYECKMI. MUTpaIbHBIN
KJIamnaH: IBIKEHUE NMCKOPAAHTHOE, CTBOPKU YTOJ-
1LIEHBI, MOBBIILIEHHOM 9XOT€HHOCTU. AOpPTabHbIN KJla-
MaH TPEXCTBOPYATHIM, KaJbLIMHO3 CTBOPOK 1-i1 cTere-
HU. AopTajibHasl peryprutauus 1-ii creneHu, TPUKY-
cnupanbHas peryprutauust 1—2-i crenenu. Makcu-
MaJIbHasl CKOPOCTh TPUKYCIMIATBLHOM perypruTaiunu
2,4 m/c. TAPSE (amrmiutyma CHUCTOJNMYECKOTO CMe-
1eHus (prOpO3HOro KoJjblia TPUKYCUAATBLHOIO Kila-
naHa) 2,1 cm. PacuéTHoe naBjeHUE B IPaBOM KeJIy-
JIOYKE 10 CKOPOCTU TPUKYCITUIATBLHON PErypruTaiun
46 MM pr. ct. KnamaH €royHoit aprepuu — perypru-
Tauus 1-i creneHu. ZKMAKOCTh B MOJIOCTU MEpUKap-
na: B oosmactu Bepxyiku — g0 0,6 cMm. Hukusasa mo-
Jlag BeHa He pacliupeHa, Kourabupyer meHee 50 %.
3axkioueHue: AujaTauus Bcex mojocreil cepaua. de-
reHepaTUBHBIE U3MEHEHUsI aOPThI, A0PTAIHLHOTO KJIa-
MMaHa, MUTpaJbHOTO KianaHa. HemoctaTouHOCTh aop-
TaJbHOTO KJamnaHa 1-il cTemeHM, TPUKYCIIUIATIbHOTO
kinanaHa 1—2-ii creneHu. I'mmeprpodus Muokapga
JIeBOro xenaynoudka. JIErouHas: runepreHsus 1-it cre-
neHu. IIpu3Haky 3acTosl B CUCTeME HIKHEH MOJIoi
BeHbI. [IpM3HaKK MUHMMAJILHOTO THIPOTIEpUKapIa.
[Ipu XoNTEepOBCKOM MOHUTOPHUPOBAHUHN CEPACUHO-
ro puTMa PerucTprupoBajach IOCTOSIHHAS Opagudop-
Ma @I1 ¢ YCC MuHumanbHO nHEM 44 ynu./MUH, HO-
ypio — 33 ya./MUH, MaKCUMasbHO — 83 u 54 yu./MUH
cooTBeTcTBeHHO. Ilupkanueiit ungekc 114 % (cHu-
XeH — puruanbiii cyrounbli putM YCC). Ha done
opagudopmbl DI1 B TeueHUE CYTOK PETUCTPUPYIOT-
cs niepuoabl AB-61okanbl 3-i CTeleHU B COYETaHUU
C MEIJICHHBIM PUTUIHBIM PUTMOM JUISI KEJTYIOYKOB
n3 AB-coengunenust: cunapom @penepuka. [layssl
putMa cBhlle 2,0 ¢ He 3aperucTpupoBaHbl. 2Kenynou-
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KoBasl aKkcTpacuctonust 4b rpamanuu mo Ryan, mpe-
UMYILECTBEHHO B JHEBHOE BpPEMS, BHE CBSI3U C aK-
TUBHOCTBIO U CYOBEKTUBHBIMU OLLYILIEHUSIMUA B BUIIE
469 onMHOYHBIX MOJIUMOPGHBIX UMITYIbcOB, 10 map-
HBIX TTOJTUMOP(MHBIX UMITYJIbCOB. JIOCTOBEpHBIE TIpU-
3HAKU UIIEMHWU HE BBISBICHBI. DMN30/bl CYObEKTHUB-
Horo npuckoMdopra oTpaxeHust Ha DKI He HaLLIU.
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HaMMKe — C yJydyllleHHeM: Ha (poHe Teparuu Mpu Bbl-
MNKCKE B MPaBOM IUIEBPAJIbHOM ITOJIOCTU MO JIOIIATOY-
HOW JIMHUU — 110 2,5 cM, IO 3agHe-TTOAMBIIIIEYHONH —
1o 1,0 cM; B JIeBOi1 IIEBpajbHOM IIOJIOCTU I10 JIOTA-
TOYHOIM JIMHUM — 10 2,5 CM, MO 3aJHe-TIOAMBbIIIeY-
Hoit — 1o 3,0 cMm.

ITauiveHTKEe MpOBEAEHO JEeUYEeHUEe: CIa3MOoJIu-
TUYEeCKasl, aHTUCeKpeTopHasi (MHTUOUTOPHI MPO-
TOHHOM IIOMIbI), 3aMeCTUTEeJbHas (pepMeHTHas,
nuypetudeckas (¢pypoceMua, TOpaceMMA), TUIO-
TeH3MBHas, JUIMIACHMUXKAaIOWAasa (CTaTUHbI), aHTU-
KoaryjsHTHas (anukca®aH), MHCYJMHOTEpaIus,
MeTOopMUH; Ha3HAaYeHbI (hoMeBast KUCIOTa U aH-
TubaKTepUaabHasl Tepanusl MOYeBOM NH(MEKLUU, CO-
[JIaCHO pe3yJibTaTaM MoceBa MOYM Ha iopy U UyB-
CTBUTEJILHOCTD K aHTUOMOoTUKaM. Ha ¢poHe eueHus
Ha0101a1ach MOJIOKUTEIbHAS IMHAMUKA; TTAllUeHT-
Ka BBbIMMCaHa B yIOBJETBOPUTEJIbHOM COCTOSIHUU
C IUArHo30M (C YY4ETOM IOIOJHUTEIbHBIX METOI0B
0o0cyief0BaHUS U KOHCYJIbTAllM CMEXHBIX crielra-
JIUCTOB): XPOHUYECKUI OMIMapHO3aBUCUMBIM IMaH-
KpeaTuT C HapylIeHUEM BHYTPUCEKPETOPHON (PyHK-
LMK OMIXKETyI0UYHOI XKeie3bl, 0oJieBast (hopMa, pea-
KO peuuIuBUpYlOllee TeueHue, ¢ha3za 000CTPEHMSI.
ComnyrtcTBylomuii guartHo3s: ZKemguyekamMeHHasi 00-
JIE3Hb: XPOHMUYECKUI KaJbKYJE3HBIA XOJELUUCTUT,
¢aza pemuccun. UbC. CteHOoKapaus HanpsKeHUsI,
3-i1 (pyHKIMOHANBHBIN Kitacc. PuOpMLISILIUAS Ipe-
cepauii, opagudpopma EHRA 3, CHA2DS2-VASc
6 6amnoB, HAS-BLED 2 6amra. Cunapom dpene-
puka. XKenymoukoBasi 3KcTpacucTtojus 4b rpanga-
uuu 1mo Ryan. JlereHepaTHBHBIE M3MEHEHUS aop-
Thl, AOPTAJILHOTO KJjlallaHa, MUTPAJIbHOTO KJlallaHa.
HenoctatouyHOCTh aopTajbHOro KjamaHa 1-ii cTe-
MeHu, TPUKYCHUAAJIbHOTO KjarmaHa 1—2-i crene-
Hu. JIunatauus Bcex IojocTeil cepaua. ['mmepro-
HUYecKkas 0oJie3Hb 3-i cTaaAuu, HEKOHTPOJUpYe-
mas AI', puck 4 (XCH 26 crapuu, UBC, okpyx-
HOCTb TaJiuu Oosiee 88 cM, rurneprpoduss Muokapaa
JIEBOTO XeJyaoukKa, OXXUPEHUE, BO3PACT, CaxapHbIi
nuabeT, aTepockiiepo3 OpaxuonedalbHbIX apTepuit,
runepypukemus). LleaeBoe aprepuanbHoOe TaBlieHUE
130—139/70—79 mm pt1. ct. XCH 26 cranuu ¢ co-
XpaHE€HHOI (ppakuueit BIOpoca, GYHKIIMOHAIbHBIN
kiacc 3. JIérouHas rumnepreH3us 1-ii crenenu. Mu-
HUMaJIbHBII Tuaporepukapi. JIByXCTOpOHHUIN T'v-
nporopakc. CaxapHblii guabetr 2-ro THIIA, LEJe-
BOWi YpOBEHb TJIMKUPOBAHHOI'O TeéMOTJIOOMHA Me-
Hee 8,0 %. lnabeTuyeckas MOJMHENPONATUS, CEH-
coMOTOpHas (opMma, AUCTalbHBI TUI. {uadetu-
yeckasi MaKpOaHTMOIMaTUs HUXKHUX KOHEYHOCTEM.
Juabetuueckass HedpomnaTUusi: OCTPOE IOBPEXKIE-
Hue nmouek, 1-g cragus (30.10.2023) Ha ¢poHe xpo-
HUYeckoi OosiedaHn mouek C3a (HedpomaTtust co-
yeTaHHOI'o IeHe3a: auabeTuyeckass + 3acTOiHas).
NHbexuuss HUXXKHUX MOYEBBIX IYTEi, aCCOLIUUPO-
BaHHad ¢ Klebsiella pneumoniae 10°. ®onuesone-
duLUTHAS aHEMUS JIETKOU CTeIleH! TsKecTu. OXu-
peHue 2-ii CTeIleHU.

OBCYXJIEHUE

Tpeneranue u @I1 npeacTaBisiior coOOI caMmbie
yacTble (hOpMbI TaxuapuTMuii y B3pocibix [10]. Hdua-
THOCTMKA JJAHHOU apUTMHUU B OCHOBHOM ITPOBOAMTCS
no OKI, rae BeayluMm IIPU3HAKOM SIBJISIIOTCSI HEpe-
ryJ1sipHOCTb MHTepBajaoB RR 1 oTCyTCTBUE CHHYCOBO-
ro put™Ma, a Hajamuue BoJiH F wu f He gaBisiercs o0s1-
3aTeJibHbIM. OJHAKO IIPU IIOSBJACHUM ITOJHOK AB-
ookanel (cunapoMm Ppeneprka) 4acToTa CepAcUHBIX
COKpAILICHUIA CTAHOBUTCS PETYJISIPHOM, PETUCTPUPYETCS
TOJIBKO Y3JI0BOI WM MAMOBEHTPUKYIISIPHBIN putMm [10].

I1pu aHanu3e auTepaTypHbIX UCTOYHUKOB MbI 00-
HapyXWIM HeOOJIblIoe KOJIMYECTBO MHGpOPMaLUU
0 JIaHHOM CHHJApoMe. B OCHOBHOM 3TO CTaTbU, Ha-
MMMCaHHbIE HAa PYCCKOM $I3blK€, M KpallHe Majio aH-
[JIOSI3bIYHOU JInTepatypbl. OJHAKO 3Ta MaTOJOTUS 10~
CTaTOYHO akTyanbHa. C y4ETOM pacIpoCTpaHEHHOCTHU
®I1 okos10 1—2 % B 00LIEH mommy/sILuy uin 5—15 %
Ccpeay MaluKreHTOB MOXUJIOTO U CTapYECKOro Bo3pacra
(He BBI3BIBAET COMHEHUI TO, YTO 3TU LUUGPHI UMEIOT
HEYKJIOHHYIO TeHAeHUMIO K pocTy) [10] mpu BcTpeua-
emoctu cuaapoma ®peneprika 0,6—1,5 % [2, 3] Mox-
HO IIPEANOJI0XKUTb, UTO MMOYTU KaXKIbII IEPBbIN Malu-
eHT u3 100 6onbHBIX PIT MeeT nmosHy0 AB-610Kamy.

ITaTorene3 passutus cuHapoma Ppenepuka Tec-
HO CBSI3aH C MOBPEXIEHUEM MUOKAp/a, BOCTIaJIEHUEM
U (pubpo30M Ha (POHE UILIeMUUECKOI 00JIe3HU cepalia,
MMWOKapJAWUTOB 1, Yallle BTOPUUHOM, KApAMOMHUOIIATUH.
IIpoBouupymoluMu akTopaMu MOIYT ObITb CTpecc,
WIIEeMUS, HapylIeHUs BJIEKTPOJUTHOTO OajaHca,
a TakxXe MpUEM IpernapaToB C OTPULIATEbHBIM XPO-
HO- U IPOHOTpOoNHLIM 3 dekToM [2]. ['ocnuTanbHbIiA
pEerucTp Irepeao3upoBOK JIEKAPCTBEHHbIX MPeNapaToB
B 2014—2018 rr. 3adukcupoBan cunapom Dpeaepu-
Kay 8,6 % GOJIbHBIX C JIEKAPCTBEHHO MHAYLIMPOBaH-
HOI OpaguKapaueil, KOTopble ObUIM TOCHUTATU3UPO-
BaHbI. ABTOPBI CUMTAIOT, UTO BCTPEYAEMOCTh B OOIIIEIH
rpyIine NalmrMeHTOB MOXET ObITh BbILIE, @ POTHO3 —
XyXe, TaK KaK B JaHHBIN PErMCTp HE BOLLLJIM MallueH-
Tbl, KOTOPbIE YMEPJIU Ha JOTOCHUTAIbHOM 3Tare, Mmo-
CKOJIbKY TaKMe Cay4yaud perMcCTpUpPYIOTCS Kak IMpPOsiB-
JIeHUs Ipyrux 3adosieBaHuii, B Tom yucie UbBC [11].

B npencraBieHHOM KJIMHWYECKOM cCilydyae Iaiu-
eHTKa ¢ JyinTeJbHbIM aHamHe3oM PI1, UBC, caxap-
HBIM O1a0eTOM, HEKOHTPOJIUPYEMOI apTepHUaIbHOK
runepreH3uein u oxupeHueM (MeTaboIMUeCKUil CUH-
JIPOM) J10 TIOCTYILJIEHUSI B CTAlIMOHAP IJIUTEILHOE Bpe-
M1 IprHMUMAaJia 0eTa-0J10KaTopbl (OMCOIIPOJION), IIPU-
yéM TaxuKapaus y He€ OTCYTCTBOBaJIa Aaxke Ha (hoHe
BBIPAXKEHHOTO a0JOMUHAILHOTO 00JIEBOIO CUHAPOMA.
IIpyyuHOM rocnuranu3aluu sIBUIach HedMOEKTUB-
HOCTb aMOyJIaTOPHO IIPOBOAMMOM Teparuu 000CTpe-
HUS XpOoHUYecKoro naHkpearuta. [1pu nocryrieHuu
ObUla IMAarHOCTUPOBAHA XPOHUYECKAsl CEpIeUHast He-
JIOCTaTOYHOCTbh 20 cTtamuu (repudepudeckue OTeKu,
TUAPOTOpAKC U Tuaporepukap). TedyeHue 3aboieBa-
HUS TaKXe OCJIOXKHUIOCHh Pa3BUTHUEM OCTPOTO MOYey-
HOTO MOBPEXKAEHMSI, CBI3aHHOTO C CAMOCTOSITE/IbHBIM
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MIPUEMOM CIIa3MOJIMTUKOB Ha (pOHE XPOHUYECKOI 00-
JIE3HU TIOYEK.

TunuyHbIMU Xan00aMu, acCOLMMPOBAHHBIMU
¢ pa3BuUTHEM cuHIpoMma Ppeneprka, sIBISIOTCS CUH-
KOTaJIbHbIE COCTOSIHUSI, PEIKUI IyJIbC, HapacTaHue
OOBILIKKU U rosoBokpyxeHue [2]. Tak, A. buplokon
U COABT. ONMCAIIM KJIMHMUYECKUN CIIydall OCTpPOro
nH(apkra Muokapaa y 88-netHeit manueHtku ¢ OI1
U CUHKOTIAJIbHBIMU COCTOSIHUSIMU, UMEIOIIIEN MHOTO-
JICTHUI aHAMHE3 apTepUalbHOM TUIIEPTEH3UHU, a TaK-
XKe caxapHblil [uadeT, OPOHXUAILHYIO acTMYy U XpO-
HUYECKYI0 OOCTPYKTHUBHYIO 00Jie3Hb JErkux. Ctadu-
JIM3aLMU TeMOIUMHAMUKM YIaJIOCh JOOUTHCS HA (poHe
COYETAHUS SHIOBACKYJSIPHBIX U JIEKTPODUZUOJIOTH -
YECKHMX (BpEMEHHas 3JIEKTPOKAPAMOCTUMYJISILIUS U pa-
JIMOYACTOTHAs alJisIlusi) BMEILIATeIbCTB [5].

Teuenue cunapoma Ppeaeprka MOXKeET ITPOTEKATh
0ecCUMITOMHO. Y MIpeacTaBI€HHON MALMeHTKU OT-
CYTCTBOBAJIU >KaJl0Obl HA PENKMIA MYJIbC U TTOTEPIO CO-
3HaHUs. OIHAKO HEOCIIOPUM TOT (haKT, YTO pa3BUTHUE
AB-610kansl Ha poHe DIT MpUBOAUT K YXYAILICHUIO
MPOrHo3a. AJrOPUTM BeleHUS MALMEHTOB C CUHAPO-
MoM DpeneprKka B COBPeMEHHBIX KIMHUIYECKUX PEKO-
MeHmanusx no @I orcyrersyer [10]. [TepBbiM 3Taniom
JIeYeHUs MALMEHTOB C OpaJuKapaueil IBIsSeTCs OTMe-
Ha TyJIbCypeXalollux MpernapaTroB, MPpU COXpaHEHUU
OpaarKapanu U NOSIBJIEHUU CBSI3aHHBIX C HEW CUMITTO-
MOB IOKa3aHa UMIUIAHTALMS 3JIEKTPOKAPAUOCTUMY-
qggropa [9]. Tak, I. Tzur u coaBT. ONTUCHIBAIOT KJIUHU-
YeCKUii ciydait BeIABIeHUS Opagukapauu 34 yu./MuH
Ha pyTMHHOM MEIUILIMHCKOM OCMOTpPE y OECCUMITTOM-
HOI 69-JIeTHEl MallMEHTKU ¢ KOMOPOUIHOM MAaTOJI0-
rueii. boiabHas ObL1a 3KCTPEHHO TOCIIUTAIM3MPOBAHA;
Ipu 00CIeNO0BaHUM, KaK U Y Halllel NallMeHTKU, ObLIa
BbISIBJIEHA HOPMOXPOMHAsi aHEMMUSs JIETKOW CTeNeHU
TsikecTd. TIpu3HakKM OCTpOMl MIlIEeMUM OTCYTCTBOBA-
JIU, OJHAKO BBISIBJIEH IMOBBILIEHHBIM YpOBEHb Kpea-
tuHUHA — 2,3 Mi1/m1 (okojio 203 Mkmounb/n). bpanu-
Kapaus coxpaHsuiach Ha (DOHE OTMEHBI OMCOIIPOJIO-
Jla, B CBSI3U C YEM IallMEeHTKE ObLT MMIUIAaHTUPOBAH
2JIEKTPOKApAUOCTUMYJISITOP [7].

B crarbe H.E. TpekuHO#t 1 COaBT. NAaLIMEHT C 11U~
tenbHOI DI mociie mepeHeCcEHHOrO OCTPOro Hapylle-
HUSI MO3IOBOI'O KPOBOOOpallleHMsI HEOMHOKPAaTHO o0pa-
LIAJICS 32 SKCTPEHHON MEUIIMHCKOW TTOMOIIBIO B CBSI3U
C 3MU30[aMU TTOTepH CO3HaHUS1. bojibHOI OTKa3bIBaJICs
OT TOCIIUTAIM3ALIMU, TOJTHOLIEHHOE 00CIeI0BaHUE B aM-
OyJIAaTOPHO-MOJIMKJIMHUYECKUX YCJOBUSIX TAKXKE HE MPO-
BeneHo. CuanpoM Ppeneprka TMarHOCTUPOBAH TOJIb-
KO TpY TOCTIMTAIM3ALIMU O TTOBOY OCTPOro MHpap-
KTa MMOKap/ia, KOTOPbI pa3BUJICS Yepe3 rojl Mocje Ha-
PYILIEHUST MO3roBOro KpoooopaiueHus. [Ipu neyeHun
JIAHHOTO TallMeHTa B CTallMOHAape HEeU30eXXHO BO3HU-
KaJIu TPYAHOCTU, CBSI3aHHbIE C OpaauKapAueil: HEBO3-
MOXHOCTh Ha3HAU€HMsI KM3HEHHO BaXXKHbIX Ipernapa-
TOB, UMEIOIIUX JTOMOJHUTEIbHbIE CBOMCTBA 3aMEISTh
AB-IIpoBOIMMOCTb U YpexXaTh CepACUYHbIA PUTM. AB-
TOPbl OTMEUAIOT, YTO MPU CBOEBPEMEHHOM U aJIeKBaT-
HO MIPOBEAEHHOM JI0 JAHHOM rOCTIUTAIU3ALIMY JIEYUEHU
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cuHapoma @Ppeaeprka y JTaHHOTO TAllMEHTa TIPU BO3-
HUKHOBEHUU OCTPOro MH(apKTa MUOKapaa BO3MOXHO
ObUTO ObI M30€XaTh Pa3BUTUSI OCIOXHEHUI [2].

HenaBHo oIy01MKOBaHO KIIMHUYECKOE HaOJII0-
JIEHUEe MOJIOIOTO MaleHTa ¢ cuaapomoM Dpenepu-
Ka, KOTOPBIA IJIMTEbHOE BpeMs MpOTeKan OeccuM-
IITOMHO U1 ObLI ITO3IHO AUATHOCTUPOBaH. BeposTHbhIMU
npuunHaMu pa3Butus ®I1 u AB-6okanbl SBISIIOTCS
IePEHECEHHBII MUOKAPAUT, DJIEKTPOTpaBMa Ha (hoHe
HeOJIaroNPUSTHBIX KJIMMAaTUYECKUX YCIOBUM TTPOXKU-
BaHus Ha KpaitHem CeBepe. CMHKOIIQJIbHBIE COCTO-
SIHWS B aHaMHe3€ Y JaHHOTO MallMeHTa OTCYTCTBOBA-
JIU, OJJHAKO TIPpU 00C/IeIOBAHUHN BbISIBJIEHA BbIPAXKEH-
Hasl OpaauKapaus, KOTopas cTajia MOBOAOM IJIsi UM-
IUTaHTallMX 3JeKTpoKapauoctumyssropa. Ilpu o6-
cnenoBanun guarHo3 MBC ObL1 MCKITIOUEH, OIHAKO
y nauueHTa Obljia BbIIBIEHA apTepraibHasi TUIIepTEH-
3Us, IMarHOCTMPOBAHHAs I0BOJBLHO PaHO — B BO3pac-
Te 27 net. JJaHHOEe KIIMHUYECKOe HaOJI0JeHUE TaKKe
MOAUEPKUBAET OTCYTCTBME HACTOPOXEHHOCTU IIpaK-
TUYECKUX Bpauyell B OTHOLICHUU OCJIOXHEHUI 3a00-
JIeBaHUS: MalUeHTy Oblla HEOOOCHOBAHHO CHMXEHA
J103a aHTUKOAryJIsiHTa, 4TO Ha (hOHE apUTMOTEHHON
KapAMOMMONATUM C NWJIaTallUed IMpeacepauii mpuBe-
JIO K (D)OPMUPOBAHUIO LLIAPOBUAHOTO TPOMOA B I10JIO-
CTU YIlIKa JIeBOro mpeacepaus [8].

B naHHOI1 cTaThe 1EMOHCTPUPYETCS KIMHUYECKUIA
cJIy4aii manueHTKy ¢ cuHapoMmoM Ppenepuka, ToCm-
TAIM3UPOBAHHOM B CTALIMOHAP I10 IIOBOY APYroM ma-
TOJIOTUM — XPOHMUYECKOro raHkpeatuta. Ha ¢one mpo-
BEeIEHHOI Tepalnuy HaOIoganach MojoKUTeIbHasT T1-
HaMKKa He TOJIbKO 3a00J1eBaHUS MUILEBAPUTEIBHOTO
TpaKTa, HO U XpOHUYECKOW CEpACYHOU HEIOCTAaTOU-
HocTu. OfHAaKo Toc/e BBIMUMCKUA U3 CTallMoHapa, He-
CMOTpS Ha YJIydyllleHWE CaMOYYBCTBHS, COXpPaHsIETCS
OYE€Hb BBICOKMI PUCK 3HAYMMBIX CEPAEYHO-COCYIU-
CThIX KaTacTpod; MalMEHTKa HYXIAeTcs B PeryJsip-
HOM BpayeObHOM KOHTpPOJI€, CBOEBPEMEHHOI KOPPEK-
LUK poBoaumoi Tepanuu. Ha amOynaTopHoM aTare
BaXXEH PETYJSIPHbIA CAMOKOHTpPOJIb FeMOAUHAMUYE-
CKHX ITapaMeTPOB, a TAKXKE BbICOKAsI HACTOPOXKEHHOCTD
KakK caMoii MalMeHTKH, TaK U MEAULIMHCKOTO Mepco-
HaJla B OTHOLLIEHUU Pa3BUTUS OpaaKapauu U CBSI3aH-
HBIX C HEWl CUMIITOMOB, TAKMX KaK TOJOBOKPYXEHUE,
CUHKOIIAJIbHbIE COCTOSIHUS. B nanbHelieM JonmoaHu-
TEJIbHO PEKOMEHJI0BAH KOHTPOJIb YPOBHSI KPEaTUHU-
Ha, CKOPOCTH KJIyOOUKOBOI (puIbTpaliu, IapaMeTpoB
9xoKaparorpadur U yiabTpa3ByKOBOTO UCCIEI0BAHUS
IUIEBpaJIbHBIX MoJocTeil. Takxke NaHHOM MalMeHTKe
MOKAa3aHo IJIAHOBOE MPOBENEHNE KOPOHAPHOW aHTUO-
rpaum WISl UCKITIOYEHUSI TSKEION XpPOHUYECKOM OK-
KJIIO3UM MPaBOK KOPOHAPHOM apTepUu.

3AKJTHOYEHUE

Taxum oOpa3om, IIpUBEAEHHBIN KIMHUYECKUI CITy-
yaii IeMOHCTPUPYET OECCUMIITOMHBIN cuHapoM Dpe-
JIepyKa y MalueHTKu 77 JieT, TOCHUTAIM3UPOBAaHHOMN
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10 MOBOAY O0OCTPEHUSI XPOHUUECKOW MATOJIOTUU TTH-
1LIEBAPUTENbHOU cucTeMbl. [IpU MOCTYIJIEHUN TakXKe
ObUIM BbISIBJIEHBI HEKOMITIEHCUPOBAHHBIE TTPOSIBICHUS
XPOHMYECKON CepAeuyHO HEIOCTaTOUHOCTHU (Tiepude-
puyecKkue OTEKM, TUAPOTOPAKC, TUAPONepUKapI, Je-
roOYHas TUIIEPTEH3MUs, 3aCTOM B CUCTEME HMXXHEN MO-
JIO BeHbI) Ha (hOHE aHEeMUU JIETKOM CTEIEHU TSKe-
CTU BCJEACTBUE 3a00J1€BaHMA, COCTABISIONIMX KJlac-
CUYECKYIO COBOKYITHOCTb METa0OJIMYECKOTO CUHAPO-
ma, — UBC, aprepuaibHOli I'MIEPTEH3UN, CaXapHOIO
nuabera 2-To TUIIA U OXUpeHus. JleueHrue OCHOBHO-
ro 3aboyieBaHMsI ObLUIO 3aTPYAHEHO B CBSI3U C Pa3BU-
THEM OCTPOT0 MTOUYEUHOT0 MOBPEXAEHUS Ha (hOHE XPO-
HUYecKoi 0osie3Hu nmoyek. IIpeacraBieHHbIN aHATNU3
JINTepaTypHBIX NaHHBIX IpU cUHIpome Ppenepuka
JIEMOHCTPUPYET KIMHUYECKHE HAOMIOACHUS MalueH-
TOB C Pa3JIMYHBIMU OCJOXHEHUSIMU. TTosiBIeHne 11o1-
Hoit AB-061okanel Ha (poHe DI cBSI3aHO ¢ BBIpaXKEH-
HBIM PEMOJIEIMPOBAaHUEM MHOKapaa, acCOLMUpOBa-
HO C YXYJILIEHWEM MPOTHO3a U Pa3BUTMEM MHOT000-
pa3HbIX OCJIOKHEHUI, UTO OOBIYHO HEJOOLEHUBAETCS
JledaluMy BpadyaMu. JIaHHBIN KIIMHUYECKUM IPUMeEpP
MMO3BOJIUT PaclIMpUTh 3HAHUS 0 cuHapome Dpenepu-
ka. C y4éToM TPYOHOCTEM AMArHOCTUKMU U BEICHMUS
MaluKXeHTOB C IaHHOM MaToJIOTMeii HEOOXOAUMO UMETD
HACTOPOKEHHOCTb B OTHOLLIEHUU Pa3BUTUSI CUHIpOMA
®peneprka Mpexae BCero y KOMOpOMIHBIX MAIlMEHTOB
MOXWJIOTO M cTapyeckoro Bo3pacta. CBOeBpPEeMEHHO
BbISIBJIEHHbIE KapAMOJOTUYECKUE CUMIITOMbBI MO3BO-
JIST BOBPEMSI MPOBECTU MEAUKAMEHTO3HYIO KOppeK-
1IMI0, HaIPaBUTh MaLMEHTA Ha KapAUOXUPYPTruuecKkoe
JIeYeHHUe, YTO MO3BOJIUT YIYUILIUTh MPOTHO3 U YMEHb-
IIUTD JIETATBHOCTH y TanneHToB ¢ PII.
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APTPOCKOINU4YECKASA XOJ1I0A4HO-TIJIASMEHHASA ABJIALUNSA NMPU PEAKUX
3ABOJIEBAHUAX CUHOBUAJIbHOUN OBOJIO4YKU KOJIEHHOIO CYCTABA.
KIIMHWYECKUE HABJTIIOAEHUA

KomoropueB WU.E., MenkocTtynoB A.A., AHrapckas E.I'., KomoropueBa E.I'.
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PE3IOME

BeepgeHue. Ha npoTskeHWn OUTENbHOrO Neproaa BpeEMeH Npu BUNESHO-HOLYIAPHOM CUHOBUTE 1 CUHOBUESIbBHOM
XOHAPOMATO3€e KOJIEHHOIO CyCTaBa PEKOMEHAOBaIACh OTKPbLITasA TEXHVKA KarCyICMHOBIKTOMUW. OHaKO Takoe ore-
paTVBHOE BMELLIATENbCTBO COMPOBOXAAETCH 3HAYNTENBHON TpaBMaT3aLen TKaHer cycTaBa 1 HacTbIMM MOCeone-
pauUMOHHBIMK peupavBamMuy. B HacTosLLee Bpems LienecoobpasHom ABASETCA OLIEHKa BO3MOXKHOCTEN COBPEMEHHbIX
METOOB NIeHEHNst (aPTPOCKOMMYECKasn XON0oaHO-MNasMeHHasd abnaums) penknx 3aboneBaHnin KONeHHOro cycTasa.
Lienb nccnepoBanus. OueHUTb BO3MOXHOCTU apTPOCKOMUHECKOM XONOOHO-MIa3MEHHOM abnaLmm B Cepum KIIMHN-
HYeCKNX HabNOEHUM NMPK ONepaTyBHOM fle4eHUN NaLUMEHTOB C PeaKMN 3a60neBaHNAMM CUHOBUAIBHOM 060M04KM
KOJIEHHOrO CyCcTaBa NMpu CTaTUCTUYECKM MasIon BbIBOPKE.

MaTtepuan n metogbl. OnepaTvBHOE fedeHne NPoBeaeHo y 14 naumeHToB ¢ 3ab0NeBaHNSAMN CUHOBMABHON 060-
JI04KM KOSIEHHOrO CycTaBa. BbINONMHANNCH KNMHNYECKME, PEHTTEHONOMMYECKIE NCCNEA0BaHNS, KOMMBIOTEPHAA 1 Mar-
HUTHO-pe3oHaHcHad Tomorpadus, MCKT-aHrnorpadus, ynstpa3ByKoBOe CCNefoBaHve, a Takke Aonnaeporpaus
COCY0B HUXKHNX KOHEYHOCTEN, BUOXMMUHECKOE NCCNed0BaHNe CYCTaBHOW XXUAKOCTU, apTPOCKOMNUS C NPULIESBHON
Buoncrer 1 nocnenyroLLM MOPdONOrM4eCKUM UCCea0BaHNEM CUHOBUATBHON OB0N0HKN.

Pesynbratbl. Y 7 naumeHToB C MUrMEHTHBIM BUNNE3HO-HOOYNAPHBIM CUHOBUTOM BbINOSIHEHbBI CEeayHoLLE OnepaLum:
npw o dysHon Popme — OTKpbITasd CyeToTalbHasA KancyICUHOBSKTOMYA (1 maumeHT); npy y310BoV (hopMe — apTpo-
CKOMMYecKas XOIOAHO-Ma3MeHHas YaCTUYHasA KarncyCUHOB3KTOMUSA KOMIEHHOrO cycTaga (6 nauneHToB). Y 7 nauu-
€HTOB C CUHOBMASIbHbIM XOHOPOMATO30M MPOBEAEHb!I apTPOCKOMUYECKOE yaaneHne XOHOPOMHbIX Tefl, YacTU4Has
XONOOHO-MNasMeHHas abfaLms CUHOBMAbHBIX CKIa[0K 1 BOPCUH KOIEHHOIO CcycTaBa.

3akntoyeHune. [prMeHeHne apTPOCKOMUYECKOW XONOAHO-MNa3MeHHOM abnaunm GUNONApHBIMU SNEKTPOdaMMU
B pasnmyHbIX pexkumax annapata Qvantum-2 (ArthroCare, CLLA) ¢ ncnonb3oBaHMeM NepeHnX, 3aaHeb0KOBbIX
1 cynpanaTennsapHbiX OCTYNOB NO3BOAAET MaIOTPaBMaTUHHO 1 padukasibHO, 6e3 NoBpexaeHNs ryOoKMX CNOEB
XpsLLa 1 Karcysbl, BbINOMHATL ornepaumn Npu peaknx 3aboneBaHnsx CUHOBMaIbHOM 060I04KM KONEHHOMO CyCcTaBa.
Mpn anddy3HbIX hopmax MUTMEHTHOMO BUMNE3HO-HOOYNAPHOIO CUHOBUTA LIENECO0BPAa3HO NPOOO/IKUTL CpaBHN-
TeNbHble NCCNeN0oBaHNSA Pa3NNYHBIX ONepaTyBHbIX METOAOB KarCyICMHOBIKTOMUM (OTKPbITasd 1 apTPOCKONNnYecKkas
TEXHVIKA).

KnrodeBbie cnoBa: KOJeHHbIVI CyCTaB, XOHOPOMATO3, MUMIMMEHTHBIVI BUITIESHO-HOAYISOHBIM CUHOBUT, XO/1040HO-M1a3-
MEHHAasA absISLmS, KarCyICUHOBSKTOMUS

Ansa yutuposanus: Komoropues .E., Menkoctynos A.A., AHrapckas E.I., Komoropuesa E.I. ApTpockonu4e-
CcKasi XONOL4HO-Ma3MeHHasa abnauna npu peakmx 3aboneBaHnsax CUHOBMANbHOM 060104KN KOMEHHOMO CyCcTaBa.
KnuHnyeckue HabnogeHns. bavikaabcku meguumuHckui xxypHas. 2024; 3(1): 62-68. doi: 10.57256/2949-0715-
2024-3-1-62-68
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ARTHROSCOPIC COLD PLASMA ABLATION FOR RARE DISEASES
OF THE KNEE JOINT SYNOVIUM. CLINICAL OBSERVATIONS

Komogortsev L.E., Melkostupov A.A., Angarskaya E.G., Komogortseva E.G.
Irkutsk State Medical University (664003, Irkutsk, Krasnogo Vosstaniya str., 1, Russian Federation)

ABSTRACT

Background. Over a long period, an open capsular synovectomy technique was recommended for villous nodular
synovitis and synovial chondromatosis of the knee joint. However, such surgical treatment is accompanied by significant
trauma to the joint tissue and frequent postoperative recurrence. Currently, it is advisable to assess the possibilities
of modern treatment methods (arthroscopic cold plasma ablation) for rare diseases of the knee joint.

The aim of the study. To assess the possibilities of arthroscopic cold plasma ablation in a series of clinical observa-
tions of the surgical treatment of patients with rare diseases of the knee joint synovium in a statistically small sample.
Material and methods. Surgical treatment was performed in 14 patients with diseases of the knee joint synovium.
We carried out clinical and radiological examinations, computed tomography and magnetic resonance imaging, multi-
detector computed tomographic angiography, ultrasound examination, Dopplerography of the vessels of the lower
extremities, biochemical examination of synovial fluid, arthroscopy with targeted biopsy and subsequent morphological
examination of the synovial membrane.

Results. In 7 patients with pigmented villous nodular synovitis, the following surgeries were performed: in 1 patient
with the diffuse form — an open subtotal capsular sinovectomy; in 6 patients with the nodular form — an arthroscopic
partial cold plasma capsular sinovectomy of the knee joint. In 7 patients with synovial chondromatosis, an arthroscopic
removal of cartilage flaps and partial cold plasma ablation of synovial folds and knee joint villi were carried out.
Conclusion. Arthroscopic cold plasma ablation with bipolar electrodes in various modes of the Qvantum-2 (Arthro-
Care, USA) using anterior, posterolateral and suprapatellar approaches makes it possible to carry out less traumatic
and radical, without damaging deep layers of cartilage and capsule, surgical treatment of rare diseases of the knee
joint synovium. In diffuse forms of pigmented villous nodular synovitis, it is advisable to continue comparative studies
of various surgical methods of capsular sinovectomy (open and arthroscopic techniques).

Key words: knee joint, chondromatosis, pigmented villous nodular synovitis, cold plasma ablation, capsular sinovectomy

For citation: Komogortsev |.E., Melkostupov A.A., Angarskaya E.G., Komogortseva E.G. Arthroscopic cold
plasma ablation for rare diseases of the knee joint synovium. Clinical observations. Baikal Medical Journal. 2024;
3(1): 62-68. doi: 10.57256/2949-0715-2024-3-1-62-68
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BBEAEHWNE

K peakum 3ab0JieBaHUSIM CUHOBHAJIBLHOI 000104~
KU KOJIEHHOTO CyCTaBa OTHOCSITCSI MUTMEHTHBIN BUJI-
JIEBHO-HOMY/ISIPHBIIA CUHOBUT, CUHOBUAJILHBIA XOH-
JIpOMAaT03, CHHOBUOMbI, FT€MAaHTHOMbI, CHHOBUAJIbHbIE
JIUToMbI. JlTaHHbIE 3200J1€BaHNSI OTHOCSTCS K IMCILIa-
CTUYECKUM, METAIJIACTUYECKUM WJIU TICEBIOOITYyX0JIe-
BBIM MOpPaxK€HUSIM CUHOBUAJIbHOI 00ojouku [1, 2].

BoabIMHCTBO pabOT, MOCBSIUIEHHBIX MUIMEHT-
HOMY BWJUIE3HO-HOAYJISIPHOMY CUHOBUTY, OCHOBAaHbI
Ha eIUHUYHBIX HaOmoneHuaX. [IMrMEeHTHBIN BUJUJIES-
Ho-HonyspHbI cuHOBUT (IIBHC) otHOCHTCS K He-
OITyXOJIEBBIM WJIM COMHUTEIBLHO-OITYXOJIEBBIM TOpa-
KEHUSIM MSTKUX TKaHel (COorjlacHO Kilaccu(UKaluu
BceMupHoOli opranu3aluy 30paBOOXPAHEHUSI) U CO-
craBisieT 1 % oT Bcex 3abojieBaHMiI CcycTaBOB [1—
5]. TpaguLMOHHbBIE MOAXOAbI B IeUeHUU IUPPY3HBIX
¢opMm ITBHC cBs13aHBI C OTKPBITHIMU KAMCYJICHHOBIK-
TOMUSIMU M BO MHOTHX CJIydyasix — € JIy4EBOU Teparu-
eil B mocaeornepaloHHoM mepuoje. OJHaKO 4yacTo-
Ta pPeLUANBOB JTOCTATOYHO Bhicoka [6]. Tak, rmo gaH-
HeiM H. Gu u coasr., u3 19 nauuenrtos ¢ IIBHC (15
¢ muddy3Hoil 1 4 — ¢ y3710BOil (hOpMOIi) pPELIUIU-
Bbl OTMEUEHBI Y 5 4eJIOBEK, a B IIEPUO HAOIIOACHUS
(B cpennem 80,2 Mecsia) y 7 NallMeHTOB IIPOBEACHO
TOTaJbHOE SHAOMPOTE3UPOBAHME KOJIEHHOTO CycTaBa
[7]. IlogoOHBIE pe3yabTaThl OIMMCAHbBI aBTOPaMU, KO-
TOPBIE BBITTOJHUIN OTKPBITYIO KaIllCyJICUHOBIKTOMMIO
y 17 mauunenToB ¢ nuddysHoit opmoit IBHC u BbI-
SIBUJIM PELUAYBEL Y 2 HalLMeHTOB [7].

Ilpyu cyvHOBMANBbHOM XOHIAPOMATO3€ B TOJIIIE
U Ha OBEPXHOCTU CUHOBUAILHOI 000104KH 00pa3y-
I0TCSI MEJIKH€ XOHJIPOMHBIE TEJblia, KOTOPbIE CO Bpe-
MEHEM OTAEJSIOTCS OT YMEPEHHO BOCMAJIEHHON CU-
HOBUAJIbHOU 0O0OJIOYKM U CTAHOBSTCS CBOOOAHBIMU
BHYTPUCYCTAaBHBIMU XOHIPOMHBIMU TejlaMU (CyCTaB-
Hble «MbIIN» ). Hanbonee yacras gjokanu3auus 3a00-
JieBaHMsI — KOJIEHHBIM cycTaB [8].

LEb NCCNEAOBAHUA

OLIeHUTb BO3MOXKHOCTH apTPOCKOMUYECKOMN XO-
JIOMHO-TJIA3MEHHOM aOJISIIUU B CEpUU KIIMHUYECKUX
HaOMIOAEHUI TIPU OIMEepPaTUBHOM JICUEHUU TallMeH-
TOB C peIKMMU 3a00JIeBaHUSIMU CUHOBUAJIBLHOI 000-
JIOYKM KOJIEHHOTO CYyCTaBa IPU CTAaTUCTHMYECKM Ma-
JIOI1 BBIOOpPKE.

MATEPUWAbI W METO[bI

IMox HammMm HabmoxenneM ¢ 1994 mo 2018 r.
Haxoauauch 14 manueHTOB B Bo3pacte 15—47 jer
(11 xxeHuuH, 3 My>xurH). C Mogo3peHueM Ha BUJUIES-
HO-HOAYJISIPHBI CMHOBUT ITOCTYIIMJIM 7 MAIleHTOB,
C CMHOBHAJILHBIM XOHApomaro3oMm — 7. Ilpu mocry-
IUIEHUY TIPOBOIMIIOCH KIIMHUYECKOE, PEHTTeHOJOT -

yecKoe, KoMIlbioTepHo-ToMorpaguueckoe (KT), yib-
Tpa3BykoBoe (Y3M), MarHUTHO-pe30HaHCHOE UCCIIe-
noBaHue (MPT) KoJeHHBIX CyCTaBOB, a TaKXKe YJb-
Tpa3BykoBas goruieporpacdus (Y3AI) aprepuii u BeH
HMXXHUX KOHEUHOCTeN, MyabTucnupaibHas KT-
anruorpacdus (MCKT-anruorpadus), ouoxumuue-
CKO€ MCCJIe0BAaHUE CYCTAaBHOW >XMIKOCTM, AMArHo-
CTHUYEeCKasl apTPOCKOMNUS C IMPULEIbHON OMOIICHUEi
U nocjienyommuM MophOoJ0rMYecKMM UCCIeI0BaHU-
€M CUMHOBUAJIbHOU O0OJOUKH.

PE3YJIbTATbl NCCJIEAOBAHUA

[Ipu mocTyrieHny TAaIMEeHTOB C IOAO3PEHUEM
Ha BUJUIE3HO-HOAYJISIPHBIN CMHOBMT MPEIbSIBISUINCH
2Kajo0bl Ha TOCTOSIHHYIO TIPUIYXJIOCTh CyCTaBa, Iie-
puoauyeckue 00JM, KpaTKOBpeMEHHBbIe OJIOKAIbI,
OrpaHUYE€HUE TOABUXKHOCTU. MUTENTbHOCTD 3a00J1e-
BaHUS cocTaBuja oT 3 mecsueB a0 3 jet. IlomydyeH-
Has TPpU MYHKIIWK XUAKOCTh MMeJla KpacHO-OyphIit
LIBET, MOBBIIIEHHYIO BS3KOCTh. [1py MUKpocKommye-
CKOM HCCJIeIOBAaHUM B CUHOBUATIBLHOM KUIKOCTH BBI-
SIBJIEHBI CIUIOIIb SPUTPOLIUTHI; TIPU apTPOCKOIINU —
BBIpaXkeHHAsI TUIIePIUIa3usi CUHOBUATBHBIX CKJIAI0K
U BOpcUH. BopcuHbI Moimmnooopa3Hoit U ApeBOBUI-
Holi (popMmbl. M3-3a KpOBOMBIMSIHUMI U3 HOBOOOPa30-
BAHHBIX COCYIIOB M OTJIOKEHMSI TEMOCHUIEPUHA CUHO-
BUaJIbHAsg 00O0JIOYKA MMeJla OpaHKeBO-KOPUYHEBBII
(unu Oypblid) LBET, MJIOXO BUAUMBIN COCYIUCTBIN pU-
CYHOK, a Takxe OeccocyaucThle ydyacTku. Mmenuch
30HBI 3HAYUTEIHLHOTO Pa3BOJIOKHEHWSI CUHOBHAJIBHOM
00010uKM 1 pudbpo3upoBaHus ckiagok. I1pu mopdo-
JIOTMYEeCKOM MCCJIENOBAaHNM CMHOBUAIBLHOU 000JIO0Y-
KU OIPEnessICh y3JI0Bble 00pa30BaHMsI, BHICTIIAH-
Hble CHHOBUALIUTaMU, TUTIePILIa3us BOpcuH. Menuch
30HBI CKJIEpO3a, CKOIUIEHUs TeMOCHIePMHA, TUTaHT-
CKHX MHOTOSIIEPHBIX M KCAHTOMHBIX KJIETOK.

V 7 nauueHToOB ¢ BWLIE3HO-HOMYJISIPHBIM CUHO-
BUTOM BBITIOJTHEHBI CJISIYIOIINE OTIepallui: TIpy -
¢y3HO# opMme (1 maumeHT) — OTKpbITask CyOTOTaJb-
Hasl KarcCyJICHMHOBIKTOMMUS;, TIPH Y3J10BOI (opme
(6 MaLKMeHTOB) — apTPOCKOMMYECKAST XOJIOTHO-TIIA3-
MEHHasl YaCTUYHasl KaICyJICMHOBIKTOMMS, paccede-
HHE CTaeK, apTPoJIU3 KOJEHHOTO CycTaBa. XOJOIHO-
Iu1a3MeHHas abssiuus (coblacia) mpoBoauIach Ha ari-
napare Qvantum-2 (ArthroCare, CIIIA) ¢ ucrnoab3o-
BaHUEM OMITOJISIpDHBIX 3JieKTponoB. Ornepauuu IIpo-
BOIWJIMCH B XKMAKOCTHOI cpene ((PU3MOJIOTUIYECKUIA
pactBop NaCl) ¢ TemnepaTypoii BO3AEICTBUS Ha TKa-
HU cycTaBa B auamna3oHe 45—55 °C. Mcnoab3oBajaoch
JIBa pexrma paboThl — aOJISILIMY CUHOBUAJIBbHBIX TKa-
Hell ¥ KoaryJasiuy KpoBOTOYAIIMX yIacTKoB. Kpome
KarCyJICHHOBIKTOMMHU, BBITIOJHSJICS apTPOCKOITYE-
CKU1 1eOpUIMEHT KOJIEHHOTO cycTaBa (abpa3uBHasi
XOHJIPOIUIACTHKA), MUKPO(PaKTypUHT 110 Steadmen,
ocrenepdopauuu 1o Pridie B 30HaX pa3BOJIOKHEHMUS
U J1edeKTOB CYCTaBHOIO Xpsilia MBIILIEJIKOB Oeapa
1 OoJiblIeOepLOBOM KOCTH, IMapLMaibHasl pe3eKIIUs
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MOBPEKAEHHBIX MEHUCKOB, XEMJISKTOMUS C UCIIONb-
30BaHUEM IlIeiiBepa, yaaJeHre BHYTPUCYCTaBHBIX XOH-
JIPOMHBIX TeJI. B 3aBUCHMMOCTH OT JIOKaIM3aluy Imopa-
KEHUSI CUHOBUAJIbHOI 000JI0YKU MpHU y3JI0BO (hop-
Me IIBHC ucnonb30Baiuch He TOJBKO CTaHIAPTHHIE
MepeaHre apTPOCKOIMMYEeCKUe JOCTYIBI, HO M pel-
KO TIpUMEHsIeMbIe 3alHeaTepalbHble U 3aTHEeMEI-
aJbHBIE JOCTYIBI, paclojaraloimecs: K3aau OT Me-
JIUAJIBHOM U JlaTepajlbHON KOJulaTepajbHbIX CBS30K.
JaHHble AOCTYIBbl OoOecrneyrMBald JOCTATOUHBIM 00-
30p 3aJHUX OTAEJIOB KOJEHHOTO CyCTaBa M BO3MOX-
HOCTb KOHTPOJIMPOBATh pabOTY XOJOMHO-TUIa3MEHHBI-
MM 3JIEKTPOJAMM B 30HE MOPaKEHUST CUMHOBUAJIBHOM
000104KHU. [J1s1 pabOTHI B 3aAHUX OTIEJIaX KOJIEHHO-
ro CycTaBa MCIOJIb30Bajach ONTHKA He TOJbKO 30°,
Ho 1 70°. IIpy HEOOXOAMMOCTH ONTUKA U DJIEKTPOIbI
MEHSITCh MECTaMM C TIOMOIIBIO HATTPABJISIIOIINX BTY-
Jiok. Ilpu nokanuzaumu mpolecca B BEPXHEM 3aBO-
pOTE BBIMOJHSIUCH CyMpanaTelISIpHbIe JaTepalbHbIe
1 MeIuaIbHbIe apTPOCKOMUYECKE TOCTYIbI. [1prume-
HsIEMbI€ XOJIOMHO-TIJIA3MEHHBIE OUTTOJISIPHBIE 3JIEKTPO-
JIbl UIMEJIM Pa3HYyIO JUIMHY U AUaMeTp paboueil yacTu.

B mocneonepallnoHHOM Tepuone MPOBOANINCH
M30MeTprUYecKas TUMHACTHKA, (DU3MOTepareBTHUIe-
CKOe JieYeHMe, KpaTKOBpEMEHHAas MMMOOMIM3AIIus
KOJIEHHOI'O CyCTaBa ChEMHBIM OPTE30M (TyTOpPOM)
B TeueHue 5—7 gueit. Ilocie KynupoBaHUsI 0OJIEBO-
ro CUHAPOMAa M PEaKTUBHOTO CMHOBHUTA I MPOodU-
JIAKTUKWA KOHTPAKTYp pa3peliaiich paHHHUE MacCUB-
HbIE, a 3aTeM M aKTUBHbBIC ABVKEHUST B KOJIEHHOM CY-
craBe. Pa3zpelanach xoapba 6€3 omophsl Ha ONEPUPO-
BaHHYIO HIKHIOIO KOHEUYHOCTh B TeUueHHUe 3—5 mHei,
3aTeM — JO3UpOBaHHas oceBast Harpyska (25 % Beca
Tesa) U e€ MocTereHHoe yBeandyeHue — 1o 25 % (kax-
JIble 5 mHeit).

V 7 naliueHTOB ¢ CMUHOBUAJIbHBIM XOHAPOMAaTO30M
OTMEUaIMCh YaCThIe BHITIOTHI (CHHOBUTHI), KPATKOBPE-
MEHHbIE «OJIOKaAbl» MEXaHUYECKOTro XapakTepa (o0y-
CJIOBJIEHHBIE YIIIEMJICHNEM CBOOOIHBIX BHYTPUCYCTaB-
HBIX XOHIPOMHBIX TEJT) C BBIPAXKEHHBIM OOJIEBBIM CUH-
JIPOMOM U «MOAKAIIMBAHUEM» OIIOPHOM HMKHEW KO-
HeuyHocTH. JIokanuzanus 60711 3aBucesia OT MUTpaluu
CBOOOIHBIX XOHAPOMHBIX TeJl B TOJIOCTU KOJEHHOTO
cycraBa. Y psiga OOJIbHBIX XOHIPOMHBIE Tejla yaaBa-
JIOCh TAJBIIUPOBATh B MPOECKIIMU BEPXHETO WIM 00-
KOBBIX 3aBOPOTOB KOJIeHHOro cycrama. Ilpu cruba-
TeJbHO-Pa3rM0aTeIbHBIX M POTAIIMOHHBIX ITBUXKCHU-
SIX XOHIPOMHBIE Tejla CMEIIAJIMCh B APYTHe OTIEIIbI
KOJICHHOTO CYyCTaBa.

M3 aHamHe3a BbISICHSIOCh, YTO OOJILIIMHCTBO Ia-
LIMEHTOB JUINTEJbHOE BPEeMS MPUHUMAIN HECTEPOUI-
HbI€ TTPOTUBOBOCTIATIUTEIbHBIE TIperapaThl IS Ky-
MMUPOBAHMS PEaKTUBHOTO CMHOBMTA, a TIPU UX Hed(-
(beKTUBHOCTH BHYTPHMCYCTaBHO BBOIMJIMCH TJIOKO-
KOPTUKOCTEPOUIHBIE TIperapathl (IMIPOCIiaH, KeHa-
JIoT, (QJIOCTEPOH).

Ha peHTreHorpamMmax KOJeHHBIX CYCTaBOB OITpE-
JIEJISATI0CHh PAa3IMIHOE KOJTUYECTBO MEJKMX U KPYITHBIX
XOHIApPOMHBIX Tesl (oT 5 go 30), occuduLpoBaHHbIE
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YYaCcTKM MEPEIHEr0 XMUPOBOTO TeJia, JereHepaTuBHO-
JUCTpO(UYECKHUE M3MEHEHUS CYCTaBHBIX MOBEPXHO-
cTeil (CyxKeHue CyCTaBHOM 11IeJIn, KpaeBble OCTeodu-
ThbI, CKJIEpO3MPOBAHUE CYOXOHIPaJIbHOI KOCTHOM I1j1a-
CTUHKM, KOCTHbIE KUCTHI).

Ha MPT omnpenensiiuch aedeKkTbl, UCTOHYECHUE
CYCTaBHOTO Xpsillia, CBOOOAHbBIE U (PUKCHUPOBAHHBIC
B CUHOBHAJIbHOI 000JIOUKE XOHIPOMHBIE TeJia, Halli-
yue U30bITOYHOU CUHOBUAIBHOU XXUAKOCTH.

IIpu ararHoCcTUYECKOM apTPOCKOINMU BBISIBIE-
HO, YTO CHHOBHMaJIbHas 00O0JI0YKa YTOJIIIEHA, yMe-
peHHO rurnepemupoBaHa. Ha MmoBepXHOCTU CUHOBU-
aJIbHOM 000JIOUKM, CMHOBMAJIbHBIX BOPCUH, KUPO-
Boro Tejia 'opda pacrmosaraiorcss MeJIK1ue XOHIPOM-
Hele Teja. 2Kuposoe Teno I'odda rumnepriazupona-
HO, 3aKPbIBA€T MEXMBIILIEIKOBYIO IMKY U MEPEIHION0
KpPECTOOOpa3HyI0 CBI3KY, MEpPeIHNe pora MEHHUCKOB.
ITpu manbpnaumy IIyroM XWPOBOE TEJO IUIOTHOE,
CKJIEpO3UpOBaHHOE. ['MaJIMHOBBIN XPSIlll MBILIETKOB
Oeapa U 00JblIEOSPLIOBOM KOCTH, a TaKXkKe HaIKO-
JIEHHUKA Pa3BOJIOKHEH, UMEIOTCSI OTCIONKM U AeeK-
Thl Xpsllla pa3jIdyHON IJTyOMHBI U pa3MepoB, OOHa-
XKeHHUe CyOXOHApPaIbHOI IUIacCTUHKU. OIpenessitoTcs
JleTeHepaTUBHbIE U3MEHEHMSI U pa3pbiBbl MEHUCKOB.
B nosiocTu cyctaBa nmepemelarTcsi CBOOOTHbIE XOH-
JIPOMHBIE TeJa.

V Bcex MalueHTOB ¢ CHHOBUAJIBHBIM XOHAPOMATO-
30M MPOBENEHO APTPOCKOMMYECKOE yaaieHe CBOOO/I-
HbIX XOHJIPOMHBIX T€J1, XOJIOJAHO-ILJIa3MEHHAas1 aOJIsIus
TUIEePIIa3MPOBAHHBIX U CKJIEPO3UPOBAHHBIX ydyacT-
KOB >KMPOBOTO Tejia, OCCU(MDUIIMPOBAHHBIX YYaCTKOB
CUHOBMAJIbHOM 000JIOUKM (IIpU YAAJIECHUM OOJBLIMX
XOHIPOMHBIX TeJ — 10 3—4 CM JJIMHOU MHOrAa Tpe-
OoBajlach MUHUAPTPOTOMMUSI ). MopoJIorniyeckKoe 1uc-
cliefoBaHMe YIAJEHHBIX XOHAPOMHBIX T€J MOKa3aJlo,
YTO OHM COCTOSIT U3 XPSIIEBON TKAHU (KJIETKW-XOH-
JIPOLIMTBI U MEXKJIETOYHbIM MaTPUKC C KOJJIareHOM
Y1 aMUHOIIMKaHaMu). B riyOuHe B psiae ciydyaeB uMe-
JIUCh YYaCTKM KOCTHOM TKaHW, a Mo mnepudepun —
(GUOPO3HOI TKAHU.

B nocneomnepalilMoHHOM TepuUoae, HauMHas
CO 2-ro nOHS, MpoBOAMIACH JeueOHas (U3KYyIbTypa
(M30MeTpUYECKMEe COKpAIlleHUST MBbIIIL, pa3padoTKa
JIBUXKEHUIA B KOJIEHHOM CYCTaBe, YIIPaKHEHMSI, TOBbI-
LLIAIOII1i€ TOHYC MBI OeApa 1 rojJeHn), MarHUTOJIa-
3epoTepanusi, djeKTpodope3 ¢ 1maa3oi. JJo3upoBaH-
Hasl OMoOpHasi Harpy3ka Ha OINEepUPOBAHHYIO KOHEY-
HOCTb paspelaiach ¢ 3—5-ro nas (25 % Beca) u yBe-
JIMYMBAjach MOCTENEHHO 1o 25 % (Kaxable 5 IHEi).

OBCYXXAEHUE

IIpu BULIE3HO-HOAYISIPHOM CHUHOBUTE U CHUHO-
BHAJILHOM XOHAPOMATO3€¢ KOJIEHHOTO CyCTaBa PeKO-
MEHIYIOT apTPOCKOMUYECKYIO TEXHUKY KarCyJICUHO-
BOKTOMMM, CUUTas €€ OoJjiee IIansieil U TMo3BOJISIO-
el n30exaTh MocaeonepaluOHHbIX PELIMAUBOB |9,
10]. Haubosnee BaxXHBIM pe3yJbTaTOM JAHHOTO KC-
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clieloBaHUsl SIBJISIETCSI TO, UTO MYJbTUMHAIIPaBJIeH-
Hasl apTpocKomnuuyeckasi TeXHUKa C MCIOJb30BaHUEM
HE TOJIbKO TMepeIHUX, HO U 3aIHEO0KOBBIX, CyMnpara-
TEJUISIPHBIX JOCTYIIOB C XOJIOJHO-TJIA3MEHHOMN abJis-
LUEN SBISETCS PEAUIbHON albTePHATUBOM OTKPBHITHIM
noaxoaaM (apTpOTOMUM) MPU PEAKUX 3a00JIEBaHUSIX
CUHOBUAJIbHOI 000JIOUKM KOJIEHHOTO CyCTaBa, Ipe-
xne Bcero rpu ysnoBoir opme IIBHC u xoHmpo-
MaTo3e. DTO COBIAJAET C PEKOMEHIAMSIMU aBTOPOB
[11], xoTopble mpu y310Boil U AudPy3HOI (popme
BUJUIE3HO-HOMYJISIDHOTO CUHOBUTA MPUMEHSIU ap-
TPOCKOMUYECKYIO TEXHUKY. ApPTPOCKOINMUYECKAs XO-
JIODHO-TUIa3MeHHas absaius amnmapaToM Qvantum-2
(ArthroCare, CIIIA) ¢ ucnonb30BaHUEM OMUITOJISIPHBIX
3JIEKTPOJIOB, XapaKTepU3yeTCsI MUHUMAIbHBIM TEIUI0-
BBIM Bo3aelicTBUEM (0€3 TepMHUYECKOro OXOora), I10-
HIKEHHOU 00JIe3HEHHOCTbIO M MUHMMM3aLMe Kpo-
BOIIOTEPU, YTO OOYCJIaBIMBAET €€ IIPpeuMYyllecTBa I1e-
pea 2JeKTPOXUPYPTrUYECKUMMU, JTa3epHBIMUA U MEXaHU -
yecKrMU (1IeiiBUpOBaHUE, BEIKYChIBAHUE) METOJAMU
BO3JEMCTBUS HA MSITKUE U XPSILEBblE TKAHU KOJEH-
Horo cyctaBa. IIpu MpoXoXJAeHUU TOKa Yyepes3 2JieK-
tponpoBoasimii pacteop (NaCL 0,9 %) obpasyert-
cs1 coKyCHpOBaHHOE 00JIaKO, 3apsKeHHOE TJIa3MEH-
HBIM ra3oM. 3apsckeHHbIe MoHbI Na B ria3zme ooiana-
IOT JOCTAaTOYHOM SHEPTUEN IJis pa3pbiBa BHYTPUMO-
JIEKYJISIDHBIX CBSI3€li, YTO MPUBOIUT K pacriaay TKaHU
IIPU CpaBHUTEIbHO HU3KUX TemIieparypax (40—70 °C).
ITpu aTOM HarpeB TKaHW MUHUMAaJIbHbINI, TaK KaK pa-
JIMOYACTOTHASI DHEPIUSI HE MPOXOJUT HAIPIMYIO ye-
pe3 He€. B pe3ynbraTe NpoucxoauT o0bEMHOE yaaie-
HUE CUHOBUAJIbHON TKAHU C MUHUMAJIbHBIM PUCKOM
JUJIS. OKPY>KAIOIIKUX 3M0POBbIX MITKUX TKaHEH.

B pexume TepMuUUyECKOro BO3AEHCTBUS TPU TMO-
Jlaye OTHOCUTEJIbHO Majioii MOILIIHOCTH Ha 3JIEKTPOJ,
MPOBOAUTCS KOATYJISILIMSI KPOBEHOCHBIX cOCYOB. B 3a-
BUCUMOCTU OT TUIIA TKAHU, HEOOXOAMMOTO TKaHEBO-
ro a¢gdexra BHIOMpPaAETCs JIEKTPOA U COOTBETCTBYIO-
111ee HaIpsikKeHUeE.

IIpuMeHeHre XOJOOHO-IIa3MEHHON abasuuu
JUUISL KarcyJCMHOBIKTOMUM 3HAYMTEIBbHO COKpalllaeT
BpeMsi orepalivu, a UCMOoJIb30BaHUE PeXUMa KoaryJisi-
1K obecneunBaeT 3¢pGeKTUBHBIN reMocTas. s ap-
TPOCKOINMUYECKON XOJIOTHO-TIA3MEHHON KarCyJICUHO-
BIKTOMMU UCIIOJIb3YIOTCS aCITUPALIMOHHbBIE JIEKTPOIbI
«Turbo Vac90», «Super Turbo Vac90», «Eliminator90».
Ilpy BBISIBIEHUM CKJIEPO3UPOBAHHOTO W TUPEPTPO-
¢dupoBaHHoro xuposoro Tejaa I'odda npouzBoguTcs
a0JsILus M3MEeHEHHOM ero Jyactu. [1pu HeoOxomumMo-
CTU XOJIOJHO-TIJIa3MEeHHas absiumsl YepeayeTcs ¢ Ko-
aryJsideit, odbecrieurBasi TEM CaMblM MUHUMAJIbHYIO
WHTpAONEPALIMOHHYIO U TTOCIEONEPALIMOHHYIO KPOBO-
MOTEePI0, CHUXKAET YACTOTY U BBIPAXKEHHOCTb reMap-
Tpo3a. DTO MO3BOJISIET U30eXKaTh WM YMEHBIIUTD KO-
JIMYECTBO TMYHKIIMI KOJEHHOTO CycTaBa B MOCJeoIe-
palLlMOHHOM MEPHUO/IE.

OTcyTCTBUE peLIMAMBOB 3a00J1eBaHMs Y HALLIMX T1a-
LeHTOB ¢ y310Boil popmoii [IBHC cBuaeTenbcTBy-
€T O JOCTaTOYHOU paJMKaJIbHOCTU KaIlCyJCUHOBIK-

TOMUU TIPU IPUMEHEHUU aPTPOCKOMUYECKON TeXHU-
KU C XOJIOAHO-TIJIa3MEHHOU abJIsIlue.

Bmecte ¢ TeM y Hac HET 1OCTaTOYHOTO OIIbITA ap-
TPOCKOITMYECKOI KaIlCYyJICMHOBIKTOMUU A1 HY3HBIX
¢GopM BULIE3ZHO-HOAY/ISIPHOTO CMHOBUTA KOJEHHOIO
cyctaBa. MIMewIIMIACS OMNBIT OTKPBITHIX KaIlCyJCch-
HoBaKTOMUI npu nudady3Heix Gopmax IIBHC mno-
Ka3ajl TakXe OTCYTCTBME I1OCJeOMNEPALMOHHbBIX pe-
LIMAVMBOB JAHHOW MaToJOrUMK, HO, B OTJIMYME OT ap-
TPOCKOIMYECKOW TEXHUKHU, OTIAJIEHHbIE PE3YJIbTaThl
ObUIM XyXX€, TaK KaK pa3BUBAJIMCh KOHTPAKTYPbl KO-
JIEHHOTO cycTaBa pa3jiuyHoil creneHu. [lo Hamemy
MHEHHIO, 3TO CBSI3aHO CO 3HAYMTEIbHON TpaBMaTU4-
HOCTBIO OTKPBITBIX CYyOTOTaJbHBIX KaIlCyJCHUHOBOIK-
TOMUM, U3JUIITHEN PATUKATIBHOCTHIO MEXaHUUECKOTO
yIajJieHusl CUHOBUAJIbHBIX TKaHE, X KPOBOTOUYMBO-
CThIO KaK BO BpeMs OIllepalliM, TaK U B paHHEM I10-
cieonepallmoHHoM nepuojae. IlocaeonepalioHHbIE
reMapTpo3bl, HECMOTPSI HA MHOTOKPATHbBIE MTyHKIIUH,
CIOCOOCTBYIOT aKTMBU3alMK CIIAEYHOTO Ipoliecca
U HpuOpo3MPOBAHUIO TKAHEH KOJIEHHOro cycTaBa. M3-
OBITOUHOE yIaJleHWEe CMHOBHMAJbHBIX TKaHEW COMpo-
BOXJAeTcs AeDULIMTOM NPOAYKIIMM HOPMAJIbHOM CU-
HOBUAJIbHOM >XMIKOCTU, UMEIOLIECH Beaylllee 3Haue-
HUE B MUTAHUU CYCTAaBHOTO TMAJIMHOBOTO Xpsiiia. Ha-
pyllueHNe MUTaHWsI THAJIMHOBOIO Xpsiiia, hudpo3upo-
BaHME TKaHEW cycTaBa, OrpaHUYEHUE MOABMKHOCTHU
MPUBOJAT K paHHEMY Pa3BUTUIO BTOPUUYHOIO OCTEO-
aptputa (0cTeoapTpo3a).

Pe3ynbTaTthl psima MHOCTpAaHHBIX aBTOPOB [12]
MPpU CPaBHEHUU OTKPBITBIX U aPTPOCKOMMUYECKUX
METOJOB JieueHUsI 1UPPY3HbIX (GOPM IMUITMEHTHOTO
BUJIJIE3HO-HOAYJSIPHOTO CUHOBUTA MOKA3aJM Mpeu-
MYILIECTBA MUHUMHBA3UBHOW TEXHUKU TPU BBINOJI-
HEHMHU CyOTOTaJbHOI KaCyJICUHOBIKTOMUU (MEHb-
1asi KpoBOMOTEPS, MPOJOJKUTEIbHOCTh Olepa-
1IMU, 4YacTOTa MOCJeoINepallMOHHbIX TeMapTpPO30B,
CUHOBUTOB, (hOPMUPOBAHUS KOHTPAKTYpP, PELUAM-
BOB, COKpallleHHe CPOKOB MNpeObIBaHUS B CTallMO-
Hape U peabwiuTaLuu). XOpollue pe3yJbTaThl Jie-
yeHust 1uddy3Hbix popm ITBHC aBTopsl cBsI3bIBaA-
0T ¢ MpUMEHEHHWEM MYJbTUHAIPaBI€HHONH TeXHU-
KM apTPOCKOINMUU C UCIIOJb30BAHUEM TEPEIHUX, 3a-
JIHUX U CyTpanaTeJyIIpHbIX 10CTYOB, YTO MO3BOJISLIO
JIOOMBATHCH PAAUMKAIBHOCTY yIaJeHUs MaToJI0rnye-
CKMX TKaHel. YUuTbIBas pe3yJibTaThbl JaHHBIX aBTO-
POB, TOKAa3aBIIUX XOPOILIUE BO3MOXHOCTU MYJIbTU-
HaIlpaBJIeHHON apTPOCKOIMMUYECKON TEXHUKU CyO-
TOTaJIbHOI KaIICYyJCMHOBAIKTOMUM MpU IupPY3HOK
¢opMe MUTMEHTHOIO BUJIJIE3HO-HOAYJISIPHOTO CHU-
HOBMTA, 11€JIeCO00Pa3HO MPOAOJXKUTh CPABHUTEb-
HbI€ uccaeaoBaHusI 3PPEeKTUBHOCTU KaK OTKPBITOM,
TaK U apTPOCKOIMMNYECKOI CyOTOTaIbHOM KamCyaCH-
HOBIKTOMUM (C MCIIOJb30BAHUEM IMEPEAHE3ATHUX,
cyrnpanareJIipHbIX JOCTYIOB M XOJOJHO-TJIa3MeH-
HOM a0JIsILMU CMHOBUAJbHBIX TKaHE!), a TakXkKe CO-
BEPLIEHCTBOBAHUE W Pa3pabOTKy HOBBIX apTPOCKO-
MUYECKUX TEXHOJOTUU JIeueHUsl ITOM TSKEJIOU ma-
TOJIOTMU KOJIEHHOTO CycTaBa.

KnuHnyeckne cnyvam
Case reports
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3AKJTHOYEHUE

[IpuMeHeHre apTPOCKOMUYECKOM XOJOMHO-TUIA3-
MEHHOI a0JISILUK OUITOJISIPHBIMU 3JIEKTPOJAMU B pa3-
JIMYHBIX pexuMmax ammapara Qvantum-2 (ArthroCare,
CHIA) ¢ ucronb3oBaHUEM MEPEAHMX, 3aJHEOOKOBBIX
U CyMparaTeJUIIPHBIX JOCTYIIOB TTO3BOJISIET MAJIOTPaB-
MaTUYHO U paguKajbHO, 0e3 IOBpEeXACHUS IIy0o-
KUX CJIOEB XpsIlia M KarlCyjbl, BHITIOJHSITEL OMepalniu
IpU peAKuX 3a00J1eBaHUSIX CMHOBUAJILHONM 000JOYKU
KoJjieHHoro cycTana. [1pu nuddy3nbix popmax IIBHC
11e716CO00Pa3HO MTPOIOJIKUTEL CPABHUTEIBHBIC UCCIISIO-
BaHMSI Pa3IMYHbIX OTIEPAaTUBHBIX METOIOB KarCyJICMHO-
BOKTOMMU (OTKPBITASI M apTPOCKOMUYECKAsT TEXHUKA).
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KNUHUYECKNI CNYYAN BPOXKAEHHOIO T’MNOTUPEO3A

Tkauyk E.A. :2:3, BapbikoBa .M. 4 5, JlIusapaposa 10.C. 5, Muxencone 10.B. 5,
Dopodeesa T.10. 5 Ocunosa E.I'. 5, Eppemosa B.B. !, TaHnuesa B.A. 1

T ®rBOY BO «/pKyTCKMii FoCcyaapCTBEHHbI MEAVLIMHCKMI YHBEpcUTeT» MuHaapasa Poccun (664003, r. MpKyTck,
yn. KpacHoro BoccTtanus, 1, Poccus)
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3 ®rBHY «BocTO4YHO-CUBMPCKIA UHCTUTYT MEANKO-3KOOMMHECKIX NCCNeaoBaHunii» (665826, r. AHrapck,
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Poccus)

PE3IOME

B pabote npeacraBneH KANHUYECKUIA ChyYan BPOXAEHHOIO rMNoTupeosa. PeBEHOK (0eBOYKa) POXAEH OT MaTepW,
KOTOPOW BOblfT NOCTaBMEH AMArHO3 rMNoTUPE03. PEOEHOK 13 anxopunanbHOM AMaMHUOTUHECKOM ABOMHW. B nepuoa
BHYTPUYTPOBHOIO pa3BuThA Habnoganach 3agepykka pocTta BTOPOro nnoga. PebEHoK pogmncsa nytém Kecapesa
CeYeHMs], C HU3KOW MaCcCoM Tena; COCTOSIHUE MOCNEe POXAEHUS TSHKENOE 3a CHET PECMMPATOPHOIO ANCTPECC-CUH-
OpomMa 1 HeQOHOLLEHHOCTW. [0 pe3ynsraTy HeOHATaNbHOMO CKPUHUHIA YPOBEHDb TUPEOTPOMHOIO rOPMOHA COCTaBW
305,75 MKME/Mn, Ha ynsTpasByKOBOM WCCNEOOBaHMM OTMEYEeHa areHe3us LUMTOBMAHOW »kenesbl. [locTtaBneH ana-
rHO3 rnMNoTNPe03. OTMEYEH HE3HAUYUTESBHBIN KnanaHHbIN CTEHO3 NTEFOYHON apTepun, aHEBPU3MA MEXXMPEACEPAHON
neperopoaKkn ¢ AetheKTOM, He3aBEPLLEHHAS BACKYNAPU3aLIMs CETHATKM 060X rnag, naxosas rpbbka. Hanu4mne ctirm
On33MOpuroreHesa (rpbhka, aHeBpr3Ma MeXXNpeacepaHon NePEropoOaKm, HU3KO PaCMONOXEHHbIE YLLIW, MaKPOMOCCHUS,
YMEPEHHbI MPaMOPHbIA LMaHO3, NNockasi NepeHocuLa, YMEPEHHAs MNOTOHNSA) YKa3blBaeT Ha HACNEOCTBEHHbIN
XapakTep HapyLLEHNIA.

[poBenéH TEOPETUHECKMIA aHANM3 BO3MOXHbIX FEHOB-KaHAMOATOB PasBUTUS rMnoTrpeosda. NokasaHo, HYTo 3a BPpOXK-
OEHHBIM TMNOTNPeo3 oTeedatoT reHbl TSHR, NKX2-5, THRA, TSHB, TRHR, TBL1X, IRS4, PAX8, FOXE1, NKX2-1.
OTMEYEHO, YTO OaHHbIE FeHbl ABASIKOTCA PEryaToOpamMmy PasBUTUSA 1 CO3PEBAHNA LLMTOBUAOHOW »XXenesbl NMG0 KOOMPYHOT
PELEenTOPbl TUPEOWAHBIX FOPMOHOB.

3akntoyeHne. [ns nyyuero NoHMMaHMa STMonaToreHETUHECKMX MEXaHM3MOB (DOPMUPOBaHNS BPOXXAEHHOMO MMo-
TUPEeo3a HEOBXOONMO paccMaTprBaTb BOSMOXXHOCTb NoaTeepkaatoLLen [JHK-anarHoCTuKM.

KinroueBbie cnoBa: BOOXOEHHBIVI TUMOTUPEOS, LUMTOBUAHAS XKEe3a, areHe3us LNTOBUAHOM Xesleabl

Ona yntupoBaHusa: Tkauyk E.A., Bapeikosa O.M., Jlusapaposa FO.C., Muxencore FO.B., OJopodeesa T.HO.,
Ocunosa E.I", EcdbpemoBa B.B., TaHu4esa B.A. KnnHnyeckuin cnyyain BpOXXOEHHOMO rnnoTupeosa. barikansCckuii
meguumHcKui XXypHas. 2024; 3(1): 69-77. doi: 10.57256/2949-0715-2024-3-1-69-77
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ABSTRACT

The article presents a clinical case of congenital hypothyroidism. A child (girl) was born from a mother who was diag-
nosed with hypothyroidism. The child is from dichorionic diamniotic twins. During intrauterine development, growth
retardation of the second fetus was observed. The child was born by Caesarean section, with low body weight;
the condition after birth was severe due to respiratory distress syndrome and prematurity. According to the result
of neonatal screening, the level of thyroid-stimulating hormone was 305.75 plU/ml, and ultrasound examination
revealed thyroid gland agenesis. A diagnosis of hypothyroidism was made. A slight valvular stenosis of the pulmonary
artery, an aneurysm of the interatrial septum with a defect, an incomplete vascularization of the retina of both eyes,
and an inguinal hernia were revealed. The presence of dysembryogenesis stigma (hernia, aneurysm of the interatrial
septum, low ears, macroglossia, moderate marbled cyanosis, flat-bridged nose, moderate hypotension) indicates
the hereditary nature of the disorders.

A theoretical analysis of possible candidate genes for the development of hypothyroidism was carried out. It was
shown that the TSHR, NKX2-5, THRA, TSHB, TRHR, TBL1X, IRS4, PAX8, FOXE1, NKX2-1 genes are responsible
for congenital hypothyroidism. It is noted that these genes are the regulators of the development and maturation
of the thyroid gland or encode thyroid hormone receptors.

Conclusion. For better understanding the etiopathogenetic mechanisms of the formation of congenital hypothyroid-
ism, it is necessary to consider the possibility of confirmatory DNA diagnostics.

Key words: congenital hypothyroidism, thyroid gland, thyroid agenesis
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AKTYAJIbHOCTb

T'unoTupeo3 — ogHO M3 pacHpOCTPaHEHHBIX 3a-
0o0JIeBaHUI IIUTOBUAHON XKeJjie3bl, KOTOPOE SIBISIET-
Csl aKTyaJbHOM IpOO0JIeMOI JETCKON 3HIOKPUHOJIO-
rui. ONHAKO TeHEeTUYEeCKME aCMEKThl Pa3BUTUS JdaH-
HOI MAaTOJIOIrMM M3y4yeHbl HEAOCTaTOYHO [1].

BBEJEHWUE

T'unotupeo3s npeacrapiisieT coOOM TPYyIILy HACIeI-
CTBEHHBIX U MPUOOPETEHHBIX COCTOSIHUIT U CUHAPO-
MOB, KOTOpbIE€ O0YCJIOBJIEHbI HEAOCTATOUHOM MPOIYK-
LUE TOPMOHOB ILIUTOBUIHOM XKeJIE3bl, YTO COMPOBO-
JKIAETCSI CHUXKEHUEM CKOPOCTH OOILIEro MeTadoJIM3Ma.
OTO NPUBOAUT K CHUXEHMIO CKOPOCTH TPOBEIECHUS
HEPBHBIX UMITYJIbCOB B LIEHTPAJIbHON 1 nepudepuue-
CKOI1 HepBHOI cucteMe. Ilo maHHBIM HEOHATaIbHO-
ro CKpMHUHra, runotupeo3 B Poccuiickoit Menepa-
LMK BcTpevaeTcs ¢ yactoroid 1 ciaydait Ha 4000 HO-
BOPOXIEHHBIX [1].

B nmopamnsiomemM OOJIBLIMHCTBE ciydaeB (85—
90 %) TMIIOTUPEO3 Y HOBOPOXKIEHHbIX SIBJISICTCS IIEp-
BUYHBIM U BpOXHEHHBIM. Cpeau IIepBUYHOIO I'U-
rnotupeosa 85 % ciiyyaeB SIBISIIOTCS CIIOPaaddYeCKM-
MU U CBSI3aHbI C JUCTCHE3UEN IIIUTOBUIHOW KEJIE3bI.
ITo manHbIM aBTOpOB [1, 2], areHe3us1 IUTOBUAHON
JKese3bl BcTpevaercs B 22—42 % ciyvaes; B 35—42 %
cllyyaeB TKaHb KeJe3bl KTOMMPOBaHA, TUMOILIA3Us
nMeeT Mecto B 24—36 % ciyuaes [1, 2].

Hamnoro pexe (B 5—10 % ciy4aeB) BcTpedaer-
Csl BTOPUYHBIN WIM TPETUYHBINA BPOXIEHHBINA TUITO-
TUPEO03, KOTOPBIN MPOSBISETCS U30JUPOBAHHBIM Jie-
(pUIUTOM TUPEOTPOITHOTO TOPMOHA WIN TUIONUTYHU-
TapusMoMm [2].

B nepBoM u B Havajie BTOPOro TpuMecTpa Oepe-
MEHHOCTH IU10J 00ECIeYnBAETCS TUPEOUTHBIMU TOP-
MOHaMM MaTepu, IMOCTyIaloluMu yepe3 deTtoria-
LIEHTapHbI Oapbep. I103TOMY CUMIOTOMBI TUIIOTHUPE-
03a MOTYT OCTaThCsl HE3aMEUEHHBIMU Y HOBOPOXKAEH-
HBIX U JETEei MEepPBBbIX MECSLEB XMW3HU M3-3a TpaHC-
TUIALIEHTAPHOIO TepeHOCca TOPMOHOB U MOCTYILIEHUS
TOPMOHOB IIIMTOBUIHOM K€JI€3bl U3 TPYAHOTO MOJIO-
Ka matepu [3, 4].

BaxHo, 4TO B nepuos aKTUBHOTO Pa3BUTUS LIEH-
TpaJIbHOM HEPBHOM CUCTEMBI ILJI0AA B OPTAHU3ME MOX-
HO OOHAPYXUTb SIE€PHBIE PELIEITOPHI TSI TUPEOUIHbBIX
TOPMOHOB MaTepH, B3aMMOJIEUCTBYIOIINE C KIIE€TKaMu1
Mo3ra Iuiofa. OTW TOPMOHBI aKTUBUPYIOT UYBCTBU-
TeJbHbIE K HUM T€Hbl U CTUMYJIMPYIOT CUHTE3 Oe-
KOB, UTO CIIOCOOCTBYET Pa3BUTUIO HEPBHOM CUCTEMBI.

Yaie Bcero y ped€Hka ¢ 1e(pULIUTOM TUPEOUIHBIX
TOPMOHOB XapaKTepHbIE KIIMHUYECKUE TPU3HAKN MO-
T'YT MOSIBUTHCS OJIMKE KO BTOPOMY TMOJTYTOAMIO >KU3HMU:
3a/IepXKKa pocTa M PeUYeBOro Pa3BUTUST; XOHIPOILIACTU-
YeCcKMe M3MEHEHUS B KOCTHOW TKaHW; MO3HEE Mpo-
pe3biBaHME 3yOOB U 3aKPbITUE POAHUYKOB, TUCTPODU-
YyecKue M3MEHEHUS KOXM, a TaKKe e€ MPUIaTKoB [4].
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Co BpeMeHeM IIOSBISIOTCS cHelupUIecKue
BHEIIHME MPU3HAKU — KOPOTKas Iesl, y3Kue Tja3-
HbIE eI, TIJI0CKas IIMpOKas TMepeHOCHulla, OTEY-
HBII SI3BIK, CKJIOHHOCTb K TUIIOTepMMH, Opamukap-
IIUsL, TIPUTJIYIIIEHUE CepASYHbIX TOHOB, apTepHraibHAas
TUITOTEH3MsI, CHIDKEHUE MePUCTATBTUKY KUIIIEUHUKA
u 3anopsl. [1py OTCYTCTBUM Teparuu MPOUCXOIST He-
00paTMoe CHIDKeHWE MHTEJUIEKTa U pa3BUTHE Kpe-
TUHW3MA, 3a1epkKa GOpMUPOBAHUST BTOPUIHBIX MO-
JIOBBIX MPU3HAKOB [4].

CHIXeHHEe MHTEJUIeKTa CBSI3aHO C HapylIeHHOM
MMEJIMHMU3aIMe HEPBHBIX BOJIOKOH, KOTOpas Ipo-
HMCXOIUT BIUIOTH IO 3aBEpIIEHUs MOJOBOTO CO3peBa-
HUSI, HO HanboJiee aKTUBHO MPOTeKaeT B IIEPBBIi TOJI
Xku3Hu pebdeéHka. ITokazaHo 3HAUUTENbLHOE BIMSIHUE
TUPEOUIHBIX TOPMOHOB Ha (hDOPMUPOBAHNE HEPBHOI
CHCTEeMBI HE TOJIbKO MPeHaTaJbHO, HO U MIOCTHATAIb-
Ho. IToaToMy y meTeil ¢ BpOXIEHHBIM THIIOTUPEO30M
TaK BaXKHa ajJeKBaTHas, BOBpeMs Hauyarasl 3aMeCTH-
TeJIbHasI TOpMOHaJIbHAsI Tepanus [4].

HccnenoBanus, nposenéHHbie H.A. @uimMoHO-
BOI1 1 cOaBT. [5], moKa3aiu, 4To y JIeTeil C BpOXKAEH-
HBIM TUTIOTHPEO30M, TOJyYaBIINX afeKBaTHYIO 3aMe-
CTUTEJIbHYIO TOPMOHAIBLHYIO TEPAIUIO B TEUCHUE TIep-
BOT'O TOJIa XKU3HU, €CTh BO3MOXXHOCTb UMETh HOPMaJTb-
HBII YpOBEeHb UHTEJUIEKTa. JIeTu ¢ BpOXKIEHHBIM TUIIO0-
THPEO30M, KOTOPHIM 3aMECTUTENIbHASI TOPMOHAJIbHAS
Tepanusl OblIa Ha3HauYeHa II03IHO, UMEJIU ourodpe-
HUIO U 3aJePXKy (PU3MYECKOro pa3BuTus [5].

CucremMaTUIeCKHMIT CKPUHUHT TTO3BOJISIET BBISIBUTD
3a00JIeBaHNME B MIEPBBIC THU XKMU3HU pPeOEHKA J0 I10SIB-
JIEHUS SIBHBIX KJIMHUYECKUX CUMIITOMOB, HayaTh Te-
parnuio, 4To MPeaoTBPAIIAeT CePbE3HBIE TTOCIESACTBUS
JIJIST YMCTBEHHOIO M (PU3MYECKOTO pa3BUTUSI peOEH-
Ka. HecMoTps Ha BBICOKME 3aTpaThl, 3Ta IMporpaMma
SKOHOMMYECKH 3(dekTnBHa [6].

KITMHUYECKNIA CNYy4AI

JleBouka poaujaach OT YeTBEPTOUMl OepeMEeHHOCTU
U TpeTbux poaoB. Matepu 34 roga, B 2017 r. BeICTaB-
JIEH IMarHO3 TUNepPTUpeo3. B xXeHCcKol KOHCYIbTalluKu
Habonanach ¢ 8 Helelab OepeMeHHOCTU. bepeMeH-
HOCTb AUXOPUAJIbHON AUAMHMUOTHMYECKOU HBOMHEN.
Bo Bpems Broporo yinbrpa3BykoBoro (Y3M1) ckpuHUH-
ra oOHapykeHa 3aJiep>KKa pocTa OIHOTO U3 JABYX MJIO-
0B (ManbuuK). IIpuHATO pelleHue o rocnuTaam3a-
LIMY B OTIEJIeHWEe 00JIACTHOTO MepUHATAILHOTO 1I€H-
tpa (OIIL) r. UpkyTcka [Jjisd MPOBEASHUS TIPEXKICB-
PEMEHHOTO poIOpa3peleHus.

Axymepckuii auarHo3d. OcHoBHoili: IlpexaeBpe-
MEHHOE POJI0opa3pelieHUe C MOMOLIBIO ONepaliuy Ke-
capeBO ceuyeHue Ha cpoke OepeMeHHOCTU 32—33 He-
nenu. JluxopuaabHasi [MaMHUOTAYeCKasl NBOMHS. OT-
KJIOHEHWE COCTOSIHMS OJHOTO T10/a (HEIOCTATOUHbIIA
pOCT 1U10Ja, HENOCTAaTOUYHOCTh (hETOIUIALEHTPAHOIO
KPOBOTOKA C U3MEHEHUEM LIEHTPAJIbHOM IJIalleHTap-
HOI objactu), Tpebylolliee MPeaoCTaBIeHUs] Meau-
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LHuHCKOI momoinu Matepu. ComyrcrByromuii: Ilna-
IIeHTapHble HapylieHus. [lomepedHoe ToIoXeHUE
TUIOA0B. Y3JI0BOM TOKCUUYECKUM 300. AHemus -1 cTe-
neHu. ITocobus u onepauuu: HuxkHecpenuHHas Jia-
naporomus. Kecapeso ceuenue 1o epdepy.

JeBouka pomwiach ¢ Maccoii teaa 1640 r, min-
HoIi Tejia 42 ¢M; OKPYKHOCTb I'oJIOBhI 30 cM, OKpYyXK-
HOCTb IpyaHOI KJIeTKH 28 cMm. OuieHKa mo 1Kajie Ar-
rap — 7/8 GajioB.

JuHamMuka KJIMHUYeCKuX mnposiBiaeHuii. Cocto-
sSiHUEe peOEHKa II0CJIe POXIEHUS TSKEIOe, CBSI3aHO
C IbIXaTeJIbHOM HEAOCTATOYHOCTBIO 3-i1 CTEIIEHU B pe-
3yJIbTaTe peaan3ali peCrpaTOPHOTO IUCTPECC-CUH-
npoma (PIC), Huzkoii maccoii Tenna (HMT) nipu poxk-
JIEHWH, HeOHOIIIEHHOCThIO. [lepeBeneHa B oTaeIeHE
peaHuMaly HOBOPOXIEHHBIX. Ha 2-e cyTKu XXuU3HU
COCTOSTHME PEeOEHKaA XapaKTepU3yeTCs I10JIOXUTEIIb-
HOM IMHAMMKOH II0 pecnUpaTOpPpHOMY CTaTycCy, Oe-
BOYKa 9KCTyOMpOBaHa M B TEUEHHUE CYTOK TepeBeacHa
Ha PECNMPATOPHYIO Tepanuio — HEMHBAa3WBHYIO HC-
KyccTBeHHYI0 BeHTwsiuuio terkux (MBJI). C 3-x cy-
TOK XXU3HU JIBIXaHUE CaMOCTOSATEJIbHOEe, C JOTaluei
Kucaopoaa B ¢poHOBOM pexkume. Ha 3-u cyTku xxu3-
HU TIPUHATO pElIeHMe O Hadvaje JeuyeHUs Ipernapa-
ToM Ilenea mo cxeme B CBSI3M C HAIMYMEM TeMOIMHA-
MMYECKH 3HAYMMOTO OTKPBITOTO a0PTAJILHOTO TTOpOKa
cepama (OAIT). C 9-x cyToK XH3HU PeOEHOK B KHC-
JIOPOOHOM IMOAACPXKKE HE HYXKIAETCH.

B OIILl npoBeaéH HeoHaTaJlbHbIII CKPUHMHI.
Ha 7-e cyTku Xu3HU IIOJIyueH pe3yJIbTaT: YPOBEHb
tupeotpornHoro ropmona (TTI) — 305,75 MkME /M.
Ha BTopowm 61anke ypoBenb TTT — 451,9 MxkME/mo1.
VYyuteiBasg Beicokue 3HaueHus TTI, pedbéHok
Ha 10-e cyTKu Xu3Hu ObLI KOHCYJIbTHMPOBAH 3HI0-
KPMHOJIOTOM. 3aKkjioueHue: Bpoxk A€ HHBII TUIoTUpe-
03. PexoMeH10BaHO: 3aMeCTUTENIbHAs Teparus JIeBO-
tupokcuHOM 8—10 MKr/KT/CyT. (12,5 MKT yTpOM Ha-
TOLLAK C HEOOJIbIIMM KOJIMYECTBOM BOIbI 3a 30 MUH
I1o 3aBTpaka), KoHTpoub TTT, Tupokcuna (T4).

Ha 10-e cyTku xXM3HM AeBOYKa MepeBeleHa B OT-
JleJIeHUe TaTOJIOTUM HOBOPOXAEHHBIX M HETOHOIIICH -
Hbix gereil. CocrosiHue peOEHKa OJIkKe K TSKEIOo-
My, OOYCJIOBJIEHO HEIOHOIIEHHOCTHIO, HE3PEIOCThIO,
nepeHec€HHbIM PJIC, BpOXIEHHBIM TUIIOTUPEO30M.

BckapmnuBanue udepe3 30HA. IIpu 0OBEKTUB-
HOM OCMOTpE BBISIBJIEHA TUIIOTOHMS; KOXa CyOMKTe-
pu4Hasi, IbIXaHue OcCJalbJieHHOEe, XpUIIOB HeT. TOHbBI
cepllia pUTMUYHBIE, sicHble. KUBOT MsArkuil. Cryi
XKETHIN.

YuuThiBasg MHTEHCUBHBIN CUCTONMYECKUI IIIyM
IO BCEM JIETOYHBIM IIOJISIM, MPOBEICHMEM Ha CITUHY
C aKLIEHTOM I10 JIEBOMY Kpaio, peOEHOK Ha 17-e cyTku
JKM3HU OCMOTpPEH Kapauosorom. ITonxydeHo 3akioue-
Hue: HezHauuTeNbHbIN KJIamaHHbBIM CTEHO3 JIETOUHOM
aprepun (JIA). AHeBpu3Ma MeXIIpeICepIHOM Iepe-
ropoaku (MIIII) ¢ necdpekToM. B jleueHun B HaCTOSI-
11iee BpeMs He HYX/aeTcsl, peKOMEHIOBAH KOHTPOJIb
axokapauorpapuu (DxoKI'). IIpoBonuiaach oleHKa
YPOBHSI TUPEOUAHBIX TOPMOHOB (Tabj. 1).

TABNINLUA 1
YPOBEHb TMPEOMHbIX TOPMOHOB

10 cyTokK 443,75 0,00
18 cyTok 439.35 7,45
1 mec. 8 gHen 417.84 3, 09
1 mec. 25 gHen 284,60 9,53
2 Mec. 4 gHs 241,87 10,24

B Bospacte 1 mecsu 8 mHeil NPUHSTO pelleHUe
00 yBeJIMUEHNH I03bI IECBOTUPOKCHUHA 10 15 MKT/KT/CyT.

HNHcTpyMeHTA/IbHBIE UCCJIEI0OBAHUS

HeiipocoHorpadus: 6e3 3X0-CTpYKTYpHOI ma-
Tojjorun. HapylieHue mMo3roBoro KpoBooOpalleHUs
10 TUILY TUIIOIEePPY3UH.

BOxoKTI': OAIl reMonMHaMUUYECKU 3HAYMMBINA.
Anespusma MIIII. OtkpriToe oBaibHOE 0KHO (OO0)
0e3 IPU3HAKOB TUIIEPBOJIEMUHU MAJIOTO Kpyra KpoBO-
oOpalleHus.

V3 opraHoB OpIOLIHOM ITOJIOCTU (KOMILIEKCHOE):
0e3 3X0-CTPYKTYpPHOI MaTOJOTUM.

DekTpokapauorpadus: pUuTM CUHYCOBBI, C Ya-
crotoii 158—162 ya./MuH. DiaeKTpuuecKasi OCbh Cepala
OTKJIOHEeHa BITpaBo. MIMeIoTcs MpU3HAKW TUIIEPTPO-
¢un (ycuieHue 3JeKTPUYECKUX MOTEHIIMATIOB MUO-
Kapaa o0oux XeaxyaoukoB). OTMeuaeTcss yMepeHHOe
HapyllleHHe TIpoliecca penosipu3ali MUOKap/a.

KoncyabTanuu crnenuajnucToB

JleTcKuii HeBpOJIOT: HEBPOJIOTMYECKUI CTaTyC CO-
OTBETCTBYET IIOCTKOHIENITYaJIbHOMY BO3pacTy 34 He-
nenu. IlepuHaTanibHOE TMOpaXeHUE LEHTPAIbHOM
HEPBHOM CUCTEMBI TUTTOKCUYECKU-UILIEMAYECKOTO Te-
He3a cpeiHell creneHu TsokecTu. CUHAPOM MbIlley-
HOM TMIOTOHMU.

JeTrckuii Xupypr: Ha MOMEHT OCMOTpa JaHHBbIX,
CBUIIETEILCTBYIOIINX 00 OCTPOIl XMPYPruyecKou Ia-
TOJIOTUM, HE BBISBJIEHO.

JeTckuii opTaabMOJIOr: He3aBeplUEHHasl BacKy-
JIIpy3alivs ceTyaTku obouXx Tias.

JleTcKuii KapauoJior: BpOXIEHHbBINA MOPOK CEP-
1a, Ki1anaHHbI cTeHo3 JIA. OTKpBIThIA apTepUaib-
HBIM IIpOTOK Hebobux pazmepoB, O00. Cepaeu-
Has HemocTtaToyHOCTh 0-il ctenenu. HemoHolieH-
HocTh 32 Henenu. PIIC B anamHe3e. JlpIxateabHas
HEeJ0CTaTOYHOCTh 0-i1 crereHu. Bpoxn€HHbBbINA ru-
notupeo3. HMT npu poxnenuu. Bropoii peGEHOK
U3 IBOVHU.

DHIOKPUHOJIOr: BPOXIEHHBIN TUIIOTHUPeo3. Pe-
KOMeHI0BaH L-TMpoKcuH 15 MKr/Kr/c, mpoaOKUTh
1 pa3 B cytku 3a 30 MUHYT 0 3aBTpaka.

3a BpeMsl HaOM0IeHUsT peOEHOK MOIYYUII Jieue-
HUe.

JleueOHO-0XpaHUTEIbHbBII PEXKUM.
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Cpena BbIXaXMBaHUS — CEPBOKOHTPOJIb (CUCTEe-
Ma aBTOMAaTMYECKOTO CIeXEeHMS 3a 3aJaHHBIMU I1a-
paMeTpaMM U TapaMeTpaMu OKpYyXKalolleil cpebl)
TeMmreparypbl U BiaaxHocTu 10 mHeil, 3aTeM OOBIU-
Has KpoBaTkKa.

1. Cypdakrant 200 mMr/Kr.

2. WBJI 2 cytok, HazanbHast BEHTUJISILIMS C TIepe-
MEKaIOIIMMCSI TTOJIOKUTEIbHBIM JaBJIeHUEM 1 CyTKH,
JoTauust Kucjiopoga ¢OHOBO 5 CYTOK.

3. AHTuOaKTepualibHasl Tepamnus: CyJIbTaCUH
75 Mr/KT/CyT. 2 p/CyT. BHYyTPUBEHHO (B/B) B Te€UeHUE
4 cyrok; amukauuH 10—7,5 mr/kr/cyt. 1 p/cyT. B/B
B TeueHue 4 CyTOK.

4. AHTUMMKOTMYECKasl Tepamnus: (IyKOHAa30J]
6—3 Mr/Kr Kaxnple 72 4aca B/B B TeueHUE 4 CyTOK.

5. Kodpeun 20—10 Mr/kr/cyr. moaKoOXHO
¢ 10-x cyrok.

6. Ilemea Ne 3 (mo cxeme) B TeuyeHUE 3 CYTOK.

7. L-tupokcun 10 MKT/KT/CyT. B TeUeHHUE 5 CYTOK,
3ateM L-tupokcuH 15 Mkr/kr/cyT. 1 pa3/cyt. B 08:30
per o0s, 3a 30 MUH 00 KOPMJICHUSI.

8. DHTepasbHOe KOPMJIEHUE: IIEPBBIE CYTKU KMU3-
HU — MosaouHasg cMmech IIpeHan; ¢ 10-x cyTok xku3-
HUM — CLIEXEHHOE rPyIHOE MOJIOKO + MOJIOUHAsi CMECh
IIpeHan; ¢ 20-X CyTOK XU3HM — IpyIdb IO TpeOOBa-
HHUIO + MoJo4YHas cMech HecToxeH ¢ paciimipeHu-
eM 1o 30 Mi x 8 pa3/cyT. 4epe3 COCKy.

9. budunymbakTepun 5 n103 2 pasza/CyT. BHYTPb
B TeueHue 18 cyTok.

10. Buramun II; 2 karum (1000 ME) 1 pas/cyr.
BHYTpPb C 7-X CYTOK KU3HU.

11. Dcnymusan 8 Karenb 3 pa3a B TedeHue 28 cy-
TOK.

[lepeBeneHa B oTneseHUEe MaTOJOTUU HOBOPOXK-
IE€HHBIX MIBaHO-MaTpEHMHCKON IeTCKON KIMHUYE-
ckoit 6osbHULBI 19.10.2023. Bo3pact npwu nocrtyruie-
Huu 2 mecsiua 12 nueit. Bec 3374 r, oKpy>XHOCTb T'O-
JIOBBI 35 cM, OKpyKHOCTb Ipyau 37 cM, pocT 50 cMm.
Temneparypa tena 36,9 °C. SpO, — 98 % 6e3 nota-
i Kucaopoaa. CocTossHUe CpeaHel CTeMeHU TKe-
CTH, 00YCJIOBJIECHO BPOXAEHHBIM T'MIIOTUPEO30M, Ca-
MOYYBCTBME HE CTpamaeT. Peakiiis Ha ocMOTp CITO-
KoliHasg. JIBuraTtenbHasi aKTMBHOCTH JOCTATOYHAs,
yMepeHHasl TUIOTOHUA. JIMIIO CMMMeTpUYHOe, Je-
JIIOCTHO-MO3TOBBI€ HEPBbI 0€3 0coOeHHOCTe. bob-
LIOM pOOHMUYOK 2,5 x 2,5 c¢M, LIBBI Uyeperna 3aKpbl-
Tel. Cymopor, TpeMopa He OTMeueHO. be3ycioBHbIe
pedaexcrl: babkuHa (+), xBaTareabHblil (+), Mopo
(+), onopsl (*), aBTOMAaTUYECKOH IOXOAKHU (—), IIOJI-
3aHusa (—).

PeGeHoK ynoBiieTBOpUTEIbHOIO nutaHus. OTme-
yaeTcs Makporioccus. [1oakoxKHO-XK1poBast KaeTyaT-
Ka pa3BUTa JOCTAaTOYHO, pacmpeaescHa paBHOMEPHO.
Koxa 6;1enH0-po30oBasi, unucTasi, yMEpeHHBI MpaMop-
HbI nraHo3. Ciau3uctble yncThbie. IlymouHass paHka
SMIUTENU3UPOBaHa. I'pynHast KjieTKa IpaBUIbHOMI (op-
MBI, 00€ TTOJOBMHBI IPYIHONW KJIETKU CUMMETPUIHO
Y4acTBYIOT B akTe AbixaHus. [IepKyTopHO JIErOUHBII
3BYK SICHBII. AyCKYJIbTaTUBHO IbIXaHUE (DU3NOJOTH-
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yecKoe, 0€3 TOMOJHUTENbHbBIX IIIYMOB. OJbIIIKA HET.
YacroTta apixanus 45/mMuH. O61acTh cep/iia BHEIIHE
He U3MEHeHa. I'paHuLbI cepala He paciuvpeHsl. Bep-
XYLIEYHBIX TOJYOK B TUITMYHOM MECTE, JIOKAJTU30BaH.
ToHBI pUTMUYHBIE, YACTOTA CEPACYHBIX COKPAIIEHU
150/MuH. AyCKyJIbTaTUBHO BBICTYIIIMBAETCST CUCTOJIM-
yecKuil 1ymMm Bo 2-M Mexpebepbe. Ilyabc Ha mepu-
(epuu yI10BAETBOPUTEIBHOIO HAMIOJIHEHUS U HaMpsi-
XKeHusd. 2KuBOT MATKMIA, 0e300je3HeHHbINA. [leyeHb
+1,5 cm. Cenesdénka He najabnupyetcs. [ToscHuuHas
ob6nactb He udMeHeHa. [Touku He nanbnupyoTes. I1o-
JIOBbIE OpraHbl Pa3BUThHI MO XXEHCKOMY TUITy, O€3 0CO-
OeHHocTeill. B maxoBoii 00J1acTu clieBa NajJbIIMpPyeTCs
rpbika 0€3 MPU3HAKOB YIIEMJIEHUS.

OTMeueHbI clleyIolIe CTUTMbI JU33MPUOTeHe3a:
rpblKa, aHEBpU3Ma MEXIIPEICEPAHON MEPEropoaKu,
HU3KO PacloOXEHHbIE YIIU, MaKpOIjoccus, yMme-
PEHHBIM MpPaMOpPHBIMA LIMAHO3, MJIOCKAas MNEePEHOCHU-
11a, yMEPEHHasl TUITOTOHUSI.

PeGEHKa MPOKOHCYIBTUPOBAI TEHETUK. YUUThIBasI
ypoBeHb TTT 1pu HeoHaTaJIbLHOM CKPUHMHIE 0O0JIbllIe
100, ecTb BepOSITHOCTD ITOJIHOM areHe3uu IIUTOBUAHOMN
xene3nl. Ha Y3U npu3HakoB HaJIU4Ms XKejle3bl HET.

B Bospacte 2 mecsueB 20 gHeli IpoBeAeHa OIle-
paius Mo MoBOAYy HAJIMYMS Y JT€BOYKMU JIEBOCTOPOH-
HEW MaxoOBOM I'PBLKMU.

OBCY>XXJEHWE PE3YJIbTATOB

B HacrosumyMii MOMEHT M3BECTHO, YTO areHe3us
IIIUTOBUIHOM XKeJIE3bl CBSI3aHA C BIUSHUEM MYTAlUA
B ciaenytouux reHax: TSHR, NKX2-5, THRA, TSHB,
TRHR, TBLIX, IRS4, PAXS, FOXEI, NKX2-1.

TI'en TSHR xonupyet peuenTop TUPEOUICTUMYJIU -
pPYIOLLIETO TOPMOHA WJIM TUPEOTPOIMHA, KapTUPOBaH
Ha IJIvMHHOM Iuievye 14-ii xpomocomnl (14q31.1) [7].
Mytanuu B reHe T.SHR BbI3bIBaeT BPOXIEHHBIN I'-
notupeo3 6e3 300a (HeroTpo3HbIii) [8], mepenaroimii-
cs TI0 ayTOCOMHO-PeleCCUBHOMY TUITY [9].

I'en NKX2-5, pacrofloXeHHBII Ha XpOMOCOMeE
5935, Gojblie u3ydyeH y APO30(dUIIbl, OIHAKO €CTb
CBEIEHUSI, UYTO y YeJOBEKA €ro MyTallusl BbI3bIBAET
BPOXIEHHBIA TUIIOTUPEO3, Ae(HEKT MEXIIpeacep-
Holi nmeperopoaku (¢ medekramu AV-IpoBOIMMOCTU
wim 6e3 Hux), Tetpany Paio, AeekT MexKeaya0u-
KoBoii neperopoaku [10].

Myrtanus rena THRA va xpomocome 17q21 BBI3bI-
BaeT HapylleHUE o-peLienTopa TUPEOTPOIMHA, KOTO-
pblii mpeAcTaBIsieT cOOOU SIASPHBINA PELIENITOP, OIOC-
PEIOBAHHO PETYJUPYIOLIUNA TeHbl TUPEOUIHBIM TOp-
MoOHOM. THUpeouaHbIE PeLIeNITOPbl 00pa3ytoT MOHOME-
Pbl, FOMOIMMEPHI WU T€TEPOAUMEPDI C PETUHOUIHBI-
My X-pelenTopaMu B caliTaX CBSI3bIBAHUS LIEJIE€BOM
JHK, Ha3pIBa€MBIX TUPEOUI-UYYBCTBUTEILHBIMU 3JI€-
MmeHTaMu. HapyiieHue ¢pyHKIMY pelienTopa BhI3bIBa-
€T BPOXIEHHBIM Turotupeos [11].

Mytauusi rena TSHB, pacriojloXeHHOTo Ha Xpo-
MocoMe 1p13.2, BbI3bIBAET U30JUPOBAHHBIN 1e(DULIAT
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TUPEOTPONMHA, HACIEAYETCS ayTOCOMHO-PELECCUB-
HO, OTBEYaeT 3a CUHTEe3 B-lieNu TUpeoTponrHa [12].
JBa pa3Hbix reHa, THRA n THRB, xogupyloT Tupe-
OUJHBIN peuenTop, U 00a reHa MpoayLuUpyrOT MHO-
JKECTBO €ro M30(opM IMoCpeaCTBOM aJbTePHATUBHO-
ro cruiaiicunra [12].

T'en TRHR Ha xpomocome 8424 KoaupyeTr TH-
peorponuH-puin3uHr-ropmod (TRH, thyrotropin-
releasing hormone). DTo HeOOIBIION HEUPOMENTHU,
LIIMPOKO paCIPOCTPaHEHHBI B LIEHTPAJILHOI U IIe-
pudepudecKoil HEPBHOI cUcTeMe, a TaKXKe B KCTpa-
HeBpaJibHbIX TKaHsX. IlenTtua cUHTE3UpyeTcs B Tv-
rnoTajlaMyceé M TPaHCIIOPTUPYETCS TMOPTAJbHOU CO-
CYIUCTOI CUCTEMOI B IIepEeIHIOI0 NOJII0 rumodusa,
Ile OH AEHMCTBYET Ha TUPEOTPOITHBbIE U JIAKTOTPOII-
HbIe KJIETKHU, criocoOcTBys cekpeuuun TTT u mposak-
TuHa cooTrBeTcTBeHHO. Penieritop TRH npencrapisier
co0oii peLieniTop, cBsI3aHHbIA ¢ G-0€JIKOM, KOTOPBIIA
aKTUBHUPYET NYTh TPAHCIAYKLIMU UHO3UTOI — (pocdo-
JIMIIUA, — KaJbliMii — npoTeuHKuHa3a C npu CBS3bI-
BaHuu TRH. I'en TRHR skcnpeccupyeTcsl B TUPEO-
TPOMNHBIX KJIETKaX NepeaHeit noau runodusa. Ero or-
CYTCTBUE WUJIM CHUXKEHNE aKTUBHOCTHU BbI3bIBAET BPOXK-
NEHHBIM TUIoTupeo3 [13].

T'en TBLIX Ha xpomocoMe Xp22 SBJISIETCS BHY-
TPEHHUM KOMIIOHEHTOM KOMILIEeKCa SIEPHOrO KOpe-
npeccopa. TBLIX Takxke AEUCTBYET KaK CIielM@U-
YEeCKUI ajganTep, KOTOPBI pEKPYTUPYET KOMILIEKC,
KOHBIOTUpYIOINI yOUKBUTUH/19S mporeacoMy, Ko-
TOPBIIA omocpeayeT oOMeH KopernpeccopoB. Myra-
s B reHe TBL IX npuBOAUT K BPOXKAEHHOMY TMIIO-
Tupeoasy [14].

I'en IRS4 Ha xpomocoMe X(q22 — peulenTop UH-
CyJIMHA — MpeACTaBIsieT cO00i TUPO3UHKUHAZY, KO-
Topasi hochopuiiMpyeT KJIIETOUHbIE CYOCTpaThl, KOIrIa
OHa aKTUBUPYETCS CBI3bIBAHMEM MHCYIMHA. B nccie-
JIoBaHUSX [15] y malMeHTOB MYy:KCKOTI'O 1moJjia U3 5 He-
POACTBEHHBIX CEMEU C LIEHTPAJIbHBIM TUIIOTUPEO3OM
BBISIBWIM T€MU3UTOTHOCTb MO MyTalusiM reHa [RS4.
KeHIMHBI-HOCUTENIM HE MOCTpadaiud, XOTS O0BEM
LLIMTOBUIHOMN XeJe3bl U YPOBeHb CBOOOAHOrO T4 y Hux
ObLIY B HYDKHEN MOJIOBUHE peepeHCHOro MHTEpBaJa.

I'enbr u3 rpynnel PAX KogupyloT ceMelCTBO
TPAaHCKPUIILIMOHHBIX (DAKTOPOB, KOTOPbIE HEOOXOIM -
Mbl 111 (POPMUPOBAHUS HECKOJIBKUX TKAHEN U3 BCeEX
3apO/IbILIEBbIX JUCTKOB SMOPMOHA MJIEKOTIUTAIOLIMX.
B opraHoreHese oHUM y4acTBYIOT B 3allyCKe paHHUX CO-
ObITU KJIeTouHOU nuddepeHMpoBKU. B mmtoBua-
HOI1 xeJie3e pabora eena PAXS Heobxomuma Iist 00-
pa3oBaHUsl (POJTUKYISIPHBIX KJIETOK, MPOAYLIMPYIO-
IIMX TUPOKCUH, KOTOPbIE MMEIOT 3HTOAEPMAJIbHOE
npoucxoxaeHue. len PAXS BbI3bIBaeT BPOXKIEHHBIN
TUITOTUPE03, OOYCIOBIIEHHBII TUCTeHe3nel/areHe31 -
el WJIM TUINOIUIa3UueH IIUTOBUIHOUN Xeje3bl, KapTU-
poBaH Ha xpomocome 2ql4.1 [16]. 3aboneBaHue Ha-
cleayeTrcss ayTocoMHO-goMuHaHTHO [17]. Hekorto-
pble aBTOPBI MPEIoJaraloT CBsI3b BIUSHUS JAHHOTO
reHa ¢ MaTePUHCKON ayTOMMMYyHU3alUeN 1UTOBUI-
HOI keJe3bl [8].

I'en FOXE1 xonupyeT (paKkTop TPaHCKPUITITUH I -
TOBUIHOM kejie3bl 1. ['eH KapTUpoBaH Ha XPOMOCO-
Me 9g22.33, ero Myrtalus BbI3bIBAET CUHAPOM baM-
¢opra — Jlazapa u HeMeny/UISIpHBIA paK IIMTOBUII-
Holi xkeJie3bl. FOXE I npuHaaiexxuT K 00JIblIoOMY ce-
MENCTBY TPAHCKPUMLIMOHHBIX (DAaKTOPOB, y4yacTBYET
B OpraHoreHese IIMTOBUIHON Xese3bl. B xome opra-
HOTeHe3a MPOUCXOAUT AOPCO-KayaajibHasi MUTPALIUS
CPEAMHHOIO SHTOJEPMAILHOTO 3a4aTKa, KOTOPbIN 00-
pasyeTcs U3 3aaHei obsactu nHa rIoTKU. DyHKIIMO-
HajibHas auddepeHuManus Mpu 3KCIPEeCCUn TUPEO-
JI00yJIMHA TIPOUCXOAUT B KJIETKAX IIUTOBUIHOM Xe-
ne3bl (TFC, thyroid follicular cells) mocie Murpamuu.
DTO yKa3blBaeT Ha TO, YTO MUTpalUsi U (PYHKIIMO-
HajbHas auddepeHLIMpoBKa MOTYT UCKJIIOYATh IPYT
npyra. Tpu ¢axropa tpanckpunuuu — TTFI (NKX2-
1), TTF2 u PAXS — npucyrcTBYIOT C CaMOTO Haua-
J1a mMopdgoreHe3a IUTOBUAHON Xene3bl. TTF2 (Tak-
K€ IKCIIPeCCUpyeTcsl B OOJbLIEH YacTu SHTOIEPMbL
nepeaHeil KUIIKU B KpaHUo(papUHIeaIbHOU 3KTO-
JIepM€e) BPEMEHHO 3KCIPECCUPYETCS B 3TUX ydacTKax
¢ 8—13-ro smbpuoHanbHoro aHs. MccinenoBarensimu
M. De Felice u coasnr. [18] nokazaHo, uro MPHK,
koaupytowass TTF2, mogaBisieTcss B IIPELLECTBEH-
Hukax TFC nociae Mx MUTpalldi U HEIMOCPEACTBEH-
HO 1iepen ux AuddepeHIMPOBKON. ABTOPHI IIPEAIIO-
noxunu, yto TTFZ2 ydyacTByeT JIMOO B CTUMY/IUPOBA-
HUM IIpoliecca MUTpallM, MO0 B MOAaBIeHUU OU(-
depenuuanun TFC no Tex mop, moka He MPOU30UIET
murpanus [18]. Takum o6pa3oM, ObLIO IIpeIcKa3aHo,
yTo orcyrcTBUe T7TF2 IpuBeaeT K UBMEHEHUIO MUTPa-
LMY 3a4aTKOB IIIUTOBUIHOM XeJIe3bl U/WUIU TPEKIeB-
peMeHHOoI (pyHKLIMOHAIbHOI nuddepeHpoBke [18].

I'en NKX2-1 xomupyeT (akTop TpaHCKPHUIILIUU,
KOTOPBII BKCIPECCUPYETCS BO BpeMsl paHHEro pas-
BUTHS 00JaCTeil IIIUTOBUIHOM Keae3bl, JIETKUX U Te-
pelHero Mo3ra, ocooeHHO 0a3aJIbHOIO OTIeJia MO3ra,
raHmMeB U runotanamyca [19].

Takum oOpa3zom, pa3BUTHUE LIIUTOBUIHOM KeJ1e3bl
KOHTPOJIMPYET CJ0XKHAsi COBMECTHAS pabOTa HECKOJIb-
Kux reHoB. [ToHMMaHKe PoLeCCOB B3aUMOJENCTBUS
9TUX T€HOB II03BOJIMT pa3pabaThiBaTh OoJjiee 3hdeK-
TUBHbIE NTATOT€HETUYECKU OOOCHOBAHHBIE METO/IbI Jie-
YEHUS BPOXIEHHOTO TMUIIOTHMPEO3a.

OaHako B HACTOSIIMUA MOMEHT B KJIMHUYECKOM
npaktuke He npoBoautcsa JHK-guarnoctuka rexe-
TUYECKUX Ae(PEKTOB MPU BPOXKIAEHHOM TUIIOTUPEO3E,
U JUarHO3 CTaBUTCH JIMIlb HA OCHOBAaHUM YPOBHS CO-
JIep>KaHWsl TUPEOUTHBIX TOPMOHOB B KpoBU. biaro-
Jlapsi BHEAPEHUIO HEOHATaJIbHOTO CKPUHMHIA yIAET-
€Sl CBOEBPEMEHHO JMarHOCTUPOBATh BPOXKAEHHBIN TH-
notupeos. I1py 5ToM 3THMONOTMUECKUE TTPUUMHBI Pa3-
BUTHS BPOXIEHHOTO TMITIOTUPEO3a U ar€HE3UH LLIUTO-
BUIHOM >KeJie3bl OCTAIOTCS B KaXKJA0M KJIMHUYECKOM
cllyyae HEU3BECTHBIMU. AHalu3 (PYHKIMOHAJIbHOM
aKTUBHOCTHU T'€HOB, YYaCTBYIOIIMX B Pa3BUTUM U pa-
00Te IIMTOBUAHOM XKeJe3bl, MOXET MOMOYb B pa3pa-
0oTke Oosiee 3(PPEKTUBHBIX METONOB JICUCHUST BPOXK-
JIEHHOrO TUIIOTUPEO03a.

KnuHnyeckne cnyvam
Case reports



bankansckuin meguumHeknn »xypHan, 2024, Tom 3, Ne 1

Baikal Medical Journal, 2024, Vol. 3, No 1

3AKJTHOYEHUE

JaHHBII ciaydyail JEMOHCTPUPYET KIMHUYECKYIO
KapTUHY BPOXJAEHHOrO TUIMOTUPEO3a U MOATBEPXK-
JTa€T HEOOXOJAMMOCTb HEOHATaJIbHOIO CKPUHWHTA.
VYuuthiBasi CTEPTYIO KIMHUYECKYIO KAapTUHY, TOJIb-
KO paHHee OIpeAesieHUE YPOBHS THUPEOUIHBIX TOp-
MOHOB ITO3BOJIMJIO BOBPEMSI HauaTh 3aMECTUTENIbHYIO
Tepanuio, 4To, 0€3yCJIOBHO, UMEET BaXKHOE 3HAUECHNE
JUIS1 TaJIbHEUIIETO YMCTBEHHOIO U (PU3UYECKOTO pas-
BUTUS peb€HKa. HecMoTps Ha OTCYTCTBUE B HACTOSI-
LIMIA MOMEHT 00si3aTeibHOU noaTBepxkaaroeir JITHK-
JNIMArHOCTUKU CJIEAYET BCE XK€ paccCMaTpUBaTh TaKylO
BO3MOXHOCTb JIJIS JIYUIIErO MOHUMaHUS 3TUONATOre-
HETUYECKMX MEXaHU3MOB (DOPMUPOBAHUS BPOXKIEH-
HOI'O TMIOTHUpPeO03a 1 pa3padoTKu 3¢ (HEKTUBHBIX Me-
TOAOB JIEUEHUSI BPOXKAEHHOTO TMIIOTUPEO3a.
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JEKIINN OJA CTYAEHTOB, OPANHATOPOB N ACIIUPAHTOB
LECTURES FOR STUDENTS, INTERNS AND POSTGRADUATES

HACJIEACTBEHHbBIE 3ABOJIEBAHUSA, MPOTEKAIOLLME C MOPAXKEHUEM MEYEHU
(NEKLMSI)

Tkauyk E.A. 1:2 3, CemuHckuin UK. 1

1 ®rBOY BO «/pKyTCKuii rocyaapCTBEHHbIV MEAULMHCKUIA YHUBEpCUTET» MuHaapasa Poccun (664003, r. MpKyTck,
yn. KpacHoro Bocctanus, 1, Poccus)

2 ®FBEHY «Hay4HbIn LeHTp NpPo6eM 300POBbS CEMbU 1 PENPOAYKLMM YenioBeka» (664003, r. MpkyTck, yn. TumMmnpssesa,
16, Poccus)

3 ®FBEHY «BocTo4YHO-CUBMPCKN UHCTUTYT MEANKO-3KONOMMHYECKIX NCCNeaoBaHuii» (665826, r. AHrapck,
MUKpopawoH 12a, 3, Poccus)

PE3IOME

AKTyanbHOCTb. HacneacTtseHHble 3ab0neBaHnst NEYEHN SBASKOTCS CEPbESHON NMPOBNEMON BO BCEX BO3PACTHbIX
rpynnax. [duarHocTuka HacneaCTBEHHOIO XapakTepa HapyLLUEHUA CO CTOPOHbI MEYeHU BO MHOMX ClyYasix Okasdbl-
BaeTCs 3aTPYOHUTENBHOM, M OO MOMEHTA OKOHYaTENBbHOro AnarHo3a NauUuMeHT YyCneBaeT CMEHWTb HE OAHOrO Bpada
1 NOTEPSATb BPEMS, YTO MOXKET MPUBECTU K YXYALLEHWIO TedeHna 3abonesaHust. [osToMy BOMPOC CBOEBPEMEHHOM
OMarHOCTUKW HACNEACTBEHHbIX 3aD0NeBaHMs NeYeH OCTaETCA 40 CUX MOP akTyasbHbIM.

B nekumm paccmatprBaroTcs BOMPOCh! AMAarHOCTUKIN HACNeACTBEHHbBIX 3a00NeBaHMM, MPOTEKAIOLLMX C MOPaKEHVEM
neveHn. PaccMaTprBaroTCst Kak MOHOMEHHbIE CUHAPOMbI, Tak 1 MynsTUdakTopranbHble 3abonesaHns. [NprBoaaTcs
3aboneBaHns N3 rpynn HapyLIEHNn 0BMeHa LMKNa MOYEBVHbI, aMUHOALMO0NATAN U OPraHNYeCKUX aumaypun, nso-
COMHbIX 6OME3HEN HAKOMEHNS, MUTOXOHOPUAIBHBIX U MEPOKCUCOMHbBIX DONE3HEN, HAPYLLIEHNI B-OKUCTIEHS XXUPHBIX
KMUCNOT, HapyLLUEHNIA OBMeHa YyrneBoaoB, NMMNA0B 1 XONecTepUHA 1 Apyrue.

B paboTe onncaHbl CUHAPOMbI MEYEHOHHbBIX HAPYLLIEHW, KOTOPbIE BCTPEYaroTCA NPV HACNEACTBEHHbIX 3a60/1EBAHUSIX.
[MprBOAATCA COYETAHUSA OTAENBHBIX CUHAPOMOB, UMEKOLLMX AMarHOCTUHECKOE 3HaYeHe. PacCMOTPEHbI NaToreHe-
TUYECKME aCMeKTbl PA3BUTUS MEYEHOHHBIX NPOSIBAEHNIA HACNEOCTBEHHbIX 3a0601EBAHNI.

3akntoyeHne. CUMNTOMbI MOPaKEHWA MEYEHN HEPEOKO BCTPEHAOTCS B NPaKTUke Noboro Bpada. bonbLUnMHCTBO
N3 HUX SBNSKOTCS NPOSABNAEHVEM coMaTYecKon natonorim. OaHako onpeaenéxHHble COYeETaHMsSt CUMMTOMOB Nopa-
YKEHWNA NeYeHN (CMHAPOMbI) YKa3bIBaOT Ha HACNEOCTBEHHYHO NATONOrmto. [103TOMY KpamHe BaXKHO 3HAaTb OCHOBHbIE
CYHOPOMbI CO CTOPOHbI MEYEHM MPU KOHKPETHBIX HACNEACTBEHHBIX 3ab0NeBaHVsIX, MOHUMATb 3TUOMATOreHe3 Takx
HapPYLLEHWI, rPaMOTHO NPOBOAUTL AMddEPEHLManbHY ANarHOCTUKY.

KnrodeBble cnoBa: Hac/iefCTBEHHbIE 3a00/1eBaHVS MEYEHM, CUHAPOMBI MOPaXXeHMS rneyeHy, opgarHHsle 60/1e3HM,
Hac/1eflCTBEHHbIE reriaTonaTm

Ans yutupoBaHus: Tkaudyk E.A., CemuHckuin V.2K. HacnencTteeHHble 3a60neBaHns, NpoTeKaoLLME C MOPaXKEHNEM
neyeHu (nekuwns). bavikaasckui meauumHCeKui xypHas. 2024; 3(1): 78-95. doi: 10.57256/2949-0715-2024-3-1-78-95
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HEREDITARY DISEASES OCCURRING WITH LIVER DAMAGE (LECTURE)

Tkachuk E.A. 23, Seminsky I.Z. 1

T Irkutsk State Medical University (664003, Irkutsk, Krasnogo Vosstaniya str., 1, Russian Federation)
2 Scientific Centre for Family Health and Human Reproduction Problems (664003, Irkutsk, Timiryazeva str., 16,
Russian Federation)
3 East Siberian Institute of Medical and Ecological Research (665826, Angarsk, microdistrict 12a, 3, Russian Federation)

ABSTRACT

Background. Hereditary liver diseases are a serious problem in all age groups. Diagnosis of the hereditary liver disor-
ders in many cases turns out to be difficult, and before final diagnosis, the patient can change more than one doctor
and lose time, which can lead to a worsening of the disease. Therefore, the issue of timely diagnosis of hereditary liver
diseases remains relevant.

The lecture discusses the issues of diagnosing hereditary diseases occurring with liver damage. Both monogenic
syndromes and multifactorial diseases are reviewed. Urea cycle disorders, aminoacidopathias and organic acidurias,
lysosomal storage diseases, mitochondrial and peroxisomal diseases, disorders of fatty acids B-oxidation, carbohy-
drate, lipid and cholesterol metabolism disorders and other diseases are described.

The article describes the syndromes of liver disorders that occur in hereditary diseases; presents the combinations
of individual syndromes having diagnostic significance. The pathogenetic aspects of the development of hepatic
manifestations of hereditary diseases are considered.

Conclusion. Symptoms of liver damage are often in the practice of any physician. Most of them are the manifesta-
tions of somatic pathology. However, certain combinations of symptoms of liver damage (syndromes) indicate heredi-
tary pathology. Therefore, it is extremely important to know the main liver syndromes in specific hereditary diseases,
to understand the etiopathogenesis of such disorders and to carry out proper differential diagnosis.

Key words: hereditary liver diseases, liver damage syndromes, orphan diseases, hereditary hepatopathies

For citation: Tkachuk E.A., Seminsky |.Z. Hereditary diseases occurring with liver damage (lecture). Baikal Medi-
cal Journal. 2024; 3(1): 78-95. doi: 10.57256/2949-0715-2024-3-1-78-95
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BBEAEHWNE

Bce HaciencTBeHHbIe 3a00/1eBaHUS TTIEYEHU MOX-
HO pasiejiMTb Ha MOHOTE€HHbIE U MYJbTU(AKTOPU-
anbHble [1]. MoHOTreHHbIe 3a00e€BaHMsI BO3HUKAIOT
MpU HAIMYMU NATOT€HHOW MyTalMW B OJHOM U3 Te-
HOB, OTBEUAIOLIMX 3a OMNpeneJ€HHOe 3BeHO MeTabo-
nu3Ma. MynbTudakTopruaibHble 3a00eBaHUS CBSI3a-
Hbl C COBMECTHBIM BJIMSIHUEM HECKOJbKUX IMaTOreH-
HbIX BApUAHTOB MyTallMii pa3HbIX T€HOB U (haKTOPOB
OKpyxXaroueil cpensl [2].

MynbTudakTOpraibHble 3a00JIeBaHUS CBSI3aHBI
C T€HaMU, KOTOpPbIE€, KaK MPaBUJIO, OTBEYAIOT 32 Me-
TaboJIMYECKUE TIPOLIECCHl U UMEIOT B CBOEM COCTaBe
HYKJIEOTUIHbIE 3aMEHbl — TaK Ha3blBaeMble MOJIM-
MmopdusMbl. He Bce moamumopdu3Mbl MOTYT HPUBO-
JIUTh K NATOJOTMU; KaK U MyTallul, OHU MOTYT ObITh
BPEIHBIMU, TTOJE3HBIMU U HEUTPAIbLHBIMU JIJISI Opra-
HusMma [3]. Hanuuue Takoro noaumopdusma MOXKHO
CUUTATh MPEAPACHOIOXEHHOCTHIO K PAa3BUTUIO OTIpe-
J€JIeHHOTO 3a00JIeBaHMsI, 1 3TO, KaK IIpaBUJIO, TOUKa
3peHus TeparneBTa. C TOUKM 3peHUS] TEHETUKU, KO-
TOpasi YYUTHIBAET MEHETPAHTHOCTb U IKCIPECCUB-
HOCTb I'€Ha, 3TO HACJEJACTBEHHOE MYJbTU(DAKTOPHU-
ajlbHOe 3a00JieBaHWE C pa3IMYHON CTEeNEHbIO TMPO-
SIBJIEHUS reHa, a (paKTophbl BHEIIHEN cpeabl U oOpa3
JKW3HU OIPEIENSIOT, C KAKOI CKOPOCThIO pa3BUBAET-
cs1 3a001eBaHKME U KorJga oHO MaHuecTupyeT. Tum
HacJieIOoBaHUs IIPU MHOTO(aKTOPHBIX 3a00/IeBAaHUIX
MPOCJIEIUTb MOXHO, OTHAKO CAEaTh 3TO Ha MPaKTU-
K€ ObIBAET CJI0XHO M3-3a yYacTUs B MATOTEHE3€e NaH-
HOM I'pyHIIbl 3a00JieBaHUM cpa3y MHOI'UX (PaKTOpPOB
(BKJIIOYAsI HEHACEACTBEHHbBIE) 1 CTEPTOrO XapakKTe-
pa nposiBineHuit [1—3].

MoHoTeHHble 3a00JieBaHUSI TEYEHU CBSI3aHbI
C MyTallMeil B OIHOM U3 F€HOB U MOJYUHSIOTCS Me-
XaHU3MaM HacJieJOBaHUs, U3BECTHbIM B TE€HETH-
Ke; B OTOM CJlyyae MOXXHO MPOCAEIUTb TUIl Hacje-
noBaHusl. OJHAKO MPU U3YYEHUU T'€HEeaT0rMuecKo-
ro aHamMHe3a HaJ0 MOMHMTb, YTO J0basg MyTalus
MOXET HacJeA0BaTbCsl, a MOXET MOSIBUThCS de novo
[1-3].

Bce HacnencTtBeHHble 3a00J€BaHUS TEUYEHU
(B T. 4. MOHOI€HHBIE€, HA MpUMEpPE KOTOPBIX OymeT
paccMaTpuBaThesl auddepeHIanbHasl AUarHOCTU -
Ka) MpOSIBIASIOTCS Pa3IMUYHBIMU CUHAPOMAaMM, W3-
BECTHBIMM B renatojoruuv. K HUM OTHOCSATCS: CUH-
JIPOM XOJIECTa3a; CUHAPOM XENTYXU; CUHAPOM MeYeE-
HOYHO-KJIETOYHO HEIOCTaTOYHOCTU; UMMYHOBOCIIA-
JINTENbHBIN (Me3eHX1aIbHO-BOCIIAIUTEIbHbIN) CUH-
JIpOM; CUHAPOM LMTOJIM3a; CUHIPOM IOPTaIbHOM
TUIePTEH3UN; CUHAPOM (PYJIbMUHAHTHOI MEYE€HOY-
HOI HEIOCTaTOUYHOCTU; CUHAPOM HapylIeHUs OeIKo-
BO-CUHTETUYECKOU (DYHKIIMU ITeYESHU; OTEYHO-aCIIH-
TUYECKUI CUHAPOM; CUHAPOM I€UEHOUHON 2H1Ie(a-
JIONATUU; CUHAPOM OCTPOI U XPOHUYECKON ITeYEHOU~
HOU HETOCTATOYHOCTHU; TeIIaTOPEHAILHBIN CUHIPOM;
reMopparudyeckuii CUHIAPOM; aCTEHOHEBPOTUYECKUI
CUHJIPOM; CUHIPOM WHTOKCHUKAIIMU; OOJEBON CHUH-

IPOM; IHMCIIENTUYECKUI CHUHIPOM; CHHIPOM THUIIE-
PACTPOTeHEMUM; TeImaTOMET NS, TelaToOCIIeHOMe-
TaJIvs; UPpPO3 TIeUeHN; KMPOBOii rernaro3. MIMeHHO
C BBIJCJICHMSI CUHIPOMOB HAaUMHAETCSI AMAarHOCTUKA
HaCJIeICTBEHHBIX 3a00JIeBaHUI TTeUeHU, TTOCTIe TOTO
Kak Bpay yOeauTcs, 4yTo 3a0o0jieBaHUEe HOCUT UMEH-
HO HacCJIeACTBEHHBIN xapakrtep [4].

B cpaBHeHuu ¢ npyrumu opgaHHBIMU 3a00J1eBa-
HUSMU, HO30JIOTMYEeCKUX (POpM HaACIeACTBEHHBIX 3a-
OoJyieBaHMIT TIEUEHU HE TaK M MHOTO, HO OHU BCTpe-
yaloTcs vallle, YeM Bce ocTanbHble. bosee yacToe mo-
paxkeHue TMeYeH! TakKe CBSI3aHO C e€ Bemylleil po-
JIbIO B KJIIMHUYECKOM KapTUHE HACJAeACTBEHHBIX 00-
ne3Heir [5]. Tak, mopaxeHusI MEYEHU IIPOUCXOIST
MpY HapyIIEHUSX IIMKJIa MOYEBUHBI, OOMeHa yrie-
BOJOB, 0OMEHAa METaJUIOB, OKHUCICHUS KUPHBIX KHC-
JIOT, oOMeHa aMMHOKHUCJIOT; MUTOXOHIMAJILHBIX 00-
JIe3HSX; HAPYIIEHUSIX CUHTE3a KMUPHBIX KUCJIOT, 00-
MEHa reMa U nopGupUHOB, METa0OIM3Ma XOJIECTEe-
pMHA; HACIENCTBEHHBIX HAPYIIEHUSX TITMKO3WINPO-
BaHUS; apTePUOIIEUEHOUHBIX OUCILIA3UIX (CUHAPOM
Anaxus); neeKTax CeKpeLny XKeauu (BHyTpUIeue-
HOYHBIN CEeMEHEBIN X0JiecTa3); HapylIeHUsIX oOMeHa
mununoB. Ilpu aTux 3a001eBaHMSI ITOPaKEeHUS IIedYe-
HU BBIXOIIT Ha TIEPBBIN TUIAH, OIMPENENss TSIKECThb
U ucxodnl 3aboneBanus [1, 3, 5].

MOXHO TakKe BBIICIUTH TPYMITy HACICICTBEH-
HBIX 3a00JI€BaHUI, TTPU KOTOPBIX MOPAKEHUST TTIEUSHU
UMEIOT MECTO, HO SIBJITIOTCSI BTOPOCTEIIEHHBIMM, T10-
TOMY YTO HE OIpPENeNIIOT KIMHUYECKe MCXOMIbI 3a-
O6osnieBaHusd. K HUM OTHOCSTCS JIM30COMHBbIE 00s€3-
HU HakormieHus (6ose3Hb Iollle, MyKoIlojJucaxapu-
I03bl, anb(pa-MaHHO3UH03, Oojie3Hb Ilomrie) u me-
pokcucoMHble Oosie3Hu (cuHapom llenbBerepa, 60-
ne3nb Pedeyma) [6].

Kak BugHO 13 mpuMepoB HPUBEIEHHBIX 3a00-
JIeBaHMH, KJIWMHUYECKHUE TPOSIBICHUS] HACJIEICTBEH-
HBIX TTOpaXXeHWI TMMeYeHW MHOT00O0pa3HBI, MO3TO-
My 111 3¢ (GEKTUBHOM UArHOCTUKU B KJIMHUYECKOM
MPAaKTUKE BAXKHO MPUACPXKMBATHCSI CUHIPOMAIBHO-
ro moaxoja. DTO IMO3BOJSET Ha TMEPBOM ITare aua-
THOCTUKM OYEPTUTH KPYT MATOJOTUU, KOTOPYIO He-
00X0IMMO PacCCMOTPETb.

rPYMMNbl HACNEAQCTBEHHbIX
3ABOJIEBAHUIA, MPOTEKAKOLLINX
C NOPAXXEHWEM MNEYEHN

Cpenu HacJeNCTBEHHOM IaTOJIOTMU, TPU KOTO-
poif OKa3bIBaeTCsl 3aTPOHYTA IMEeUeHb, BBIACISIIOT ca-
MbI€ pa3Hble I'pYMIIbl 3a00jeBaHuil. [ToaToMy maTo-
TeHETUIECKIE MEXaHU3MbI TIEUEHOUHBIX MPOSIBIICHUI
MOTYT OBITh CAMBbIMU Pa3HOOOPa3HLIMU, KaK U UCXO-
IIbl 3a00JiIeBaHUii. B KIIMHUYECKOI TMarHOCTUKE Bax-
HO OIpENeUTh XapakKTep 1 CTENeHb MOpaKeHUs Ie-
YyeHU, BpeMs MaHudecTaluu 3a00jIeBaHUS U COIO-
CTaBUTb C APYTMMU BHEMEYEHOUHBIMU MPOSIBJICHUS-
mu (Tadi. 1).
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TABNNLUA 1

rPYNMbl HACNEACTBEHHbIX 3ABOJIEBAHUIA, MPOTEKAIOLLIMX C MOPAXXEHWUEM NEYEHU

UntpynnnHemuna 1-ro tvna;
0eULMTBI OPHUTUHTPAaHCKaP-
6ammnnasbl, aprMHUHOCYKLM-

HapyLuenns

LKna HaTnMasbl, aprHassbl
1-ro TvNa; cMHOPOM rUnNepop-

MOYEBUHBI
HUTVHEMUN-TINEPaMMOHIME-
MWUV-FOMOLTPYIIMHYPUY;
cuHapoMm Pes
["anakTozemus;

PPYKTO3EMUS; IMKOrEHO3bI
(6onesHb Momne, 6onesHb Ha-
HOH, 60ne3Hb MpKe, 6onesHb

HapyLueHns
AHOepceHa, 6onesHb Tapyw,

obmeHa

B 6oneaHb Xara, 6one3Hb Xep-

Y A ca, bonesHb Gopbca-Kopbny);
anbda-MaHHO3MA03; MyKOMOo-
nmcaxapunaoabl; GM-1 raHrnu-
031A03

HapyweHns

by BonesHb

obmeHa
BunbcoHa — KoHosanosa

MeTan1oB

HapyLueHns TuposuHemns 1-ro Tmna; me-

obmeHa TUIMaNoOHOBas aumaypvist; nen-

aMVHOKMCIOT LMHO3; ryTapoBas aumaeMmnst

1 opraHnyeckux Il Tvna; nsosanepnaHoBast aum-

K1cnoT aypust
Hedvunt cpegHeuenoyed-
Hon aunn-KoA-fgerngporeHasbl
(MCADD); HegocTaTo4HOCTb
ONMHHOLLEMOYEYHO

HapyweHns 3-rngpokcraumn-KoA-geru-

OKMCNEHNSA nporeHaabl (LCHAD); nedu-

UAT OYeHb ANMHHOLIeNoYeY-
Hon aunn-KoA-fgerngporeHasbl
(VLCADD); rnyTapoBas auuae-
Must Il Tvna; Pele-noao6Hblin
CUHOPOM

XKMPHbBIX KNCNOT
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["enatomeranvs

Lntonna

HapyweHne 6enkoBo-CUHTETU-
HECKOW (DYHKLMN

[Ne4éHo4Has aHuedanonaTms
[NevéHo4YHast HegoCTaTO4YHOCTb

fenaTomeranus

CVHOPOM XENTyxu
["enaTomeranus
[NeyéHo4Has HegoCTaToOuHOCTb

["enaTomeranus

Livppos
[eyéHo4vHasa HegoCTaToMHOCTb

["enaTomeranus

[NeyéHo4Has HeJoCTaTOuHOCTL
(LCHAD)

>Knposoi renatos

Livppos

drbpo3

['vinepamMmMoHeMunst

PecnnpatopHbin ankanos

YrHeTeHne Co3HaHNs OT COMHOMEHLIN
00 KOMbI; HEOObIYHBIE 1 HEOOBACHNMbIE
HEBPOJIOMMHECKE PAaCCTPONCTBA; 3MM30-
OVHECKNA XapaKTep NpOosBIeHNI
[NopospeHne Ha OTpaBenHve
OTkas/oTBpalLleHNe K MACHOM nuLLe

['vnornvkemms

[ncnencusa (ovapes; 3anopbl; B3AyTue
>KNBOTA)

3apep>xka B (Pr3HECKOM PasBUTN
3anep>xka B NMCUXNYECKOM PasBUTUN
HapyLueHne noyek

[oBbILLEHHAA YA3BUMOCTb K NH(EKLNSAM

HeBponorudeckas cumnTomaTuika: Tpe-
MOP; aTakcus; Cyaopori

Ncrxmnyeckme paccTponcTea: Aenpec-
cus; arpeccust; 6eCroKonCTBO; pasgpa-
XKNTENBHOCTb 1 SMOLMOHabHas nabunb-
HOCTb

["emaTonorn4eckme CMMMITOMbI: TPOMOO-
LUMTONEHNS; aHEMUS

HapyLeHns yHKLMM NoYeK: MOBbILLIEH-
Hoe BbldeneHne Mean C MOYOoWn
OcTeonopos: yxyaLleHne KOCTHOM TKa-
HV 13-3a Mean, KOTopasi HakanMBaeTcs
B KOCT$IX

Kansep-PnenwepoBo KOMbLO: KOMbLO,
obpagytolleecs B pany>kke rnasa

1N3-3a OTNIOXKEHNST Meau

[NoBbILLEHHOE BblAeNeHe Meayn C MOYOWN

HeBponornyeckne HapyLLeHns: 3aep kka
PU3MHECKOTO N MCUXNYECKOrO PasBUTAS;
3HLedhanonaTus; anunencus
ACTEHUNHECKNIN CUHOPOM

HapyLueHns nuLleBapeHns: opraHmuye-
CKWE KNCIOTbI B MOY€; TOLLHOTa; PBOTa;
3anopbl; MOHOCHI U T. 4.

HapyLueHns nurMeHTaumm Koxxu, BOnoc
1 rnas

PasnnyHble (hopmbl aHeMunn
[oBbILLEHHaSA YA3BUMOCTB K MHEKLNSAM

Ivinornnkemmna (MCAD)

Peskasa cnabocTb 1 yctanocTtb
[NoBbILLEHHAS YA3BUMOCTb K MHDEKLINAM
KeToaunnos

Kaparommonatns

HeBponorudeckre HapyLLeHns: Cyaopory;
3afep>kka B NMCUXOMOTOPHOM Pas3BUTUN;
NCUXMHECKME PACCTPONCTBA

HapyLueHne hyHKLmn novek

HapyLueHne pocta 1 passutus
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MwuToxoHavanb-
Hble 60/1e3HU

JIn3ocomMHble
6onesHn
HaKormnneHmd
(Mykononucaxa-
pPUaO3bl)

[Nepokcrcom-
Hble 60/1e3HU

HapyLueHns
obmeHa rema
1 NOPOUPUHOB

CurHOpom

Anbnepca — XyTTeHIoxe-

pa (CYHOPOM UCTOLLEHNSA MU-
ToXoHapvansHom JHK 4A);
DGUOK-cuHapom

(CMHAPOM UCTOLLEHNS MUTO-
xoHgpuansHon OHK 3); necu-
LT MUTOXOHOPUASIBHOMO KOM-
nnekca | aaepHsin TN 20

Mykononucaxapuooasl (MINC):
MIIC | Tvna (cuHapom
['ypnepa (H), LLene (S)

n MN'ypnepa — LLene (H/S));
MMIC Il Tuna (cuHapom
XaHTepa); MIMC Il Tvna
(cHppom CaHdunnnno);
MMIC IV Tuna (cuHapom
Mopkno); MINC VI Tvna
(cvHopom MapoTo — Jlamu);
MIIC VIl Tuna (cvHapom Cnas)
n ap.

CwuHpgpom LlenbBerepa;
HeoHaTasbHas aapPeHOIeNKo-
avcTpodvs; 6onesHb
Pedcyma HoBOpOXKAEHHbIX

1 B3POCSIbIX; HeAOCTAaTO4YHOCTb

NMEPOKCMCOMHOW 3-OKCoaums-
KoA-Tronasbl; puaommeny-
Yeckasi To4eqHasi OCTEOXOH-
apoancnnasuns; X-cuenneHHas
aapeHoenkoancTpodus;
rnyTapoBas aunaypvs Il Tuna;
rvnepokcanypvs | Tmna

[Mopdupura ¢ gedurumtom
nernppatasbl-AJ1IK
(oenbTa-aMmnMHONEBYIMHOBOW
KMCNOTbI); OCTPas nepemerxa-
roLasicsa nopdmpms;
HaCNeaCTBEHHbIN
remMoxpomMaTos

OcTpas ne4eHoqHast
He[oCTaTO4HOCTb

CvHOpOM LMTOMM3a
CvHOpOM xonecTasa
Creartos

drbpo3

LInppos (MMKpO- 1 MakpoHO-
OYASPHbBIN)

["enaTomeranns
["enaTocnneHomeranvs
drbpo3

2KnpoBoi renartos

["enaTtocnneHomeranus
XKentyxa

Livppos
["fenatocnneHomeranus

HeBponornyeckme HapyLLeHns: snunen-
Cust; mapannyu; CUbHas yCTanocTb;
cnaboCTb U MOBbILLIEHHAsS YyBCTBUTESb-
HOCTb K (OBMHECKON aKTUBHOCTW;
HapyLLEHVS KOOPAVHALAN 1 MOTOPWKM
3aneprkka pasBuTUS 1 YMCTBEHHOE
OTCTaBaHue

HapyLueHns 3peHns, cnyxa u peym
Kapanommonatus, aputMinn
HapyLueHne MOTOPVKM XKenya04HO-KM-
LLIEYHOrO TpaKTa, AMCMEencuyecKme pac-
CTPOWCTBA (pBOTA, MOHOCHI, 3aropbl)
V13MeHeHMe LiBeTa 1 TEKCTYPbI KOXMU,
BOJIOC U a3

OcnabneHne NMMyHUTETa 1 MOBbILLIEHHAS
YSI8BMMOCTb 151 6aKTepuanbHbiX,
BMPYCHbIX 1 FPUOKOBBIX MH(EKLINIA

CkeneTHble aucnnasun
KapaviomvonaTins ¢ kapajomeranvie;
MUTP&SIbHBIV MPONArnc; HeAOCTaTOYHOCTb
KnanaHoB cepaua

[bixaTesbHble HapyLLIeHWs

HapyLueHns coeouHUTENbHOM TKaHN
HapyLueHns pocTa 1 passuTis
VIHTenneKTyanbHble HapyLLeHns

Hesponoruyeckne HapyLLeHns:
MOTOPHbIE 1 MCUXOMOTOPHbIE 3a0EPXKKY;
06LLas rMnoTOHNUS MbILLLL; NOSBNEHME Na-
TONOMMHECKNX PEIEKCOB;

CyOOPOXHBI CUHOPOM; 3aep>XKa
NCUXOMOTOPHOIO Pa3BUTUSA; MCUXOHEBPO-
JIOrNYECKNE HapyLLIEHVIS;

Kocornaave 1 cnerora

MeTabonm4eckmne N3MeHeHVs: NosiBeHne
KPUCTa/INIOB OKcasaTa KasbLig;
MOBbILLEHHbIN YPOBEHb YXXEM4YHBIX KUCIOT
[lopaykeHre BHYTPEHHNX OPraHoB: MOYekK,
CepaLa, CKeNeTHbIX MbILLLL, a3, KOCTEN
PocT n passuTre: 3agepkka pocTa;
nedopmaLim KOCTen; NosBeHve
MHOXECTBEHHbIX KMCTO3HbIX 06pa3oBa-
HWI; 3afepykKa NOoI0BOro PasBUTUSA
BpoxxaéHHble aHoManun: gedexTbl pags-
BUTUS CKeNeTa, nmua 1 opyrux OpraHoB

Bonn B »x1BOTE, 3aNopbl UK Anapes;
TOLLHOTA; MMNepTEH3USI; TaxXMKapans;
napes3 MOYeBOro Mny3blpst
Hesponornyecku oeduunt; MoTOpHas
nonmMHeBponaThs; aHUedanonaTus;
OblXxaTenbHasi HeJOCTaTO4YHOCTb; TPEBOra;
[Jenpeccus; Ncuxos

doTogepmaros

Paboomronns 1 pa3euTie OCTPOMO
NHTEPCTULMAaNbBHOro HedbpuTa
CnabocTb; 6bICTpast yTOMAAEMOCTb;
MPU3HAKN aHEMUW; CHIDKEHVE anneTuTa;
noTepst Beca; nmxopanka
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HapyLueHnst
meTabonmama
xonectepuHa

HacnencteeH-
Hble HapyLLEHMS
FNUKO3UNNPO-
BaHVsA

ApTepuroneyé-
HOYHblE
avcnnasum

HedekTbl
cekpeumm
Kenum

HapyLueHns
obmeHa
NMNUOoB

HapyLueHne
dyHKUMN 1/

VNN CTPYKTYPbI
6enkos

CemeliHas
rMNepXonecTepUHeMIs

BonesHb YKakeHa
(PMM2-CDG, CDG-la,
HacnencTBEHHbIN AeduLmT
hocthomMaHHOMyTasbl 2);
CUHOPOM HapyLLIEHUS
rMKo3nnMpoBaHusa 1b Tuna

CuHgpom Anaxkmnis

[Mporpeccunpytolimin cemenHbin
BHYTPUNEYEHOUHbBIN XOnecTas
(MCBX): MCBX | Tvna
(6onesHb bainnepa);

MCBX Il Tuna (cuHapom
Bannepa); MCBX Il Tuna.
CuHapom XKunbbepa,
cuHgpom Kpurnepa — Hanspa

BonesHb loLwe;

6onesHb Bonbmara (AJTK);
6onesHb Humana — MNuka C
(Taroke A 1 B); HAXKBIT;
abeTanmnonpoTenHeMus
(cvHopom bacceHa —
KopHLgeiira); 6oneaHs ®abpu;
G1- 1 G2-raHrnmosnaosbl;
6onesHb Kpabbe;
MeTaxpomMaTuyecKas
NenKoancTpodus

HepocTtato4HOCTb
anba-1-aHTuTpUncuHa (A1AT)

2KnpoBoi renatos

drbpo3

Livppos

[Ne4éHo4YHas HeQOCTaTOHYHOCTb

[enatomeranns

2KnpoBoii renatos
[NeyéHo4Has HeJoCTaTO4HOCTb
CUVHOPOM XeNTyxu

CuHppom xonecTtasa
(BHYTPEMEYEHOHHBII)
lenaTomeranvs
CuHppom umTonmusa
CUHAPOM »XEeNTyxu

CuHOpoMm xonectasa
(BHEMEYEHOUHbIN)
CUVHOPOM XeNTyxu
[enaTocnneHomeranus

2KnpoBoi renatos
lenatut

CUHAPOM »XEenTyxu
XonecTas

Livppos

drbPO3 NeveHn
CHmxeHne 6enkoBo-
CUHTETUHECKOM (DYHKLIN
rneyeHu

CvHOpOM xonecTasa
CVHAPOM XKeNTyxu
[Ne4EéHo4YHast HeLOCTaTO4YHOCTb
[enaTomeranus

[Ne4éHo4Hasa KapumHoma

ATepockepos
LlepebpoBackynsipHble 3aboneBaHvs
[TaHkpeatuT

KcaHToMbI

3apep>kka NCUXOMOTOPHOMO Pa3BUTUS
[VnoToHns

VIHTennekTyanbHas OTCTanocTb
Snunencus

[NopakeHrsa cepgua

HapyLueHne cnyxa n 3peHus

KocTHble ancnnasum

CHWKeHMEe UMMYHHON (yHKLMN

3apep>kka NCUXOMOTOPHOMO PasBUTKIS
YMCTBEHHas OTCTaNoCTb

HapyLuenns 3peHns, cnyxa

KocTHble aHoManmmn: 0CTeornopos;
oCcTeEOMANIALMSA; KOCTHbIE AeopMaLim;
amunIonao3 KocTem

HapyLueHnss HepBHOM CUCTEMBI:
MblLLIEYHas cnaboCTb; OHEMEHNS;
HapyLLeHNs YyBCTBUTENIbHOCTHU

N KOOPANHAUMN OBVXKEHWIA,
YBenu4eHve 6enkoB KPOBW, CBA3aHHbIX
C amMmIona030M

[MnepnrMeHTaumnsa Koxm

AHemuis

Hesponorudeckre HapyLIeHVA:
NHTENNEKTYalbHblE OTKIIOHEHNS;
3a4ep>KKa NMcrUXoMOTOPHOMO PasBUTUS;
cynoporu

Hanu4dve KpucTanan4eckmx NHKIKO3WI
B spuUTpOoumTax

LlepebpoBackynsipHble 3aboneBaHvis
ATepocksiepos

Puck passutuns gnabeta

[Noparpa

KcaHTOMbI BOKPYT a3 1 Ha cycTaBax.
[OBbILLEHHBI PUCK Pa3BUTUISA paka

XpOoHW4eCcKre OBCTPYKTUBHbIE
3ab0oneBaHns NErknx (smdunema v ap.)
Oputema y3enkosuaHas

[MaHkpeatnT

PeBmaTonornyeckme nposisnenHvs
CoeanHnUTENbHOTKaHHasA NaTonorns
[oBbILLEHHBIN PUCK
cepagevHO-CoCyaMCTbIX 3ab0neBaHmn
(aTepocknepos, NHapPKT M1okapaa

N UHCYNBT)

Mpumevanue. MCADD - medium chain acyl-CoA dehydrogenase deficiency; LCHAD - long-chain 3-hydroxyacyl-CoA dehydrogenase; VLCADD - very
long-chain acyl-CoA dehydrogenase deficiency; DGUOK — deoxyguanosine kinase; JJIKJT — geduumt ansocomHom kucnon nnnaabl; HAXKBI — Heanko-
ronibHas >kvpoBast 601e3Hb NeYeHU.
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Hapymenunsi nukjia mMo4yeBUHBbI. DTO IpyIlina Ha-
CJIEICTBEHHBIX 3a00JIeBaHUI, TIPU KOTOPBHIX B Opra-
HHU3ME HapyllaeTcss oOMeH WM YTWIM3aLUsS Modve-
BUHBI. [[UKJI MOYEBUHBI €1IE€ HA3BIBAETCS OPHUTH-
HOBBIM LIMKJIOM win LukjiaoM Kpedca — I'eH3eneiira.
OH npeacraBisieT OO0 LMK IIpeo0pa3oBaHMsI a30T-
coJiepKallluX KOMIIOHEHTOB (B OCHOBHOM O€JIKOBBIX),
a TakKe IMypUHOB U MMPUMUINHOB B OPHUTUH U MO-
yeBuHy [7] (puc. 1).

NH3
MOYEBMHA Kaqggggnbzﬁn-
OpHUTUH
[0}
H,O
OpHUTUHOBEIN
ApruHuH Lk LinTpynum
ATO
ApPrvHuH-
cyKumHat
dymapart AI\:ICD Acnaprtat
[o]o)

PUC. 1. Linkn obpa3oBaHNsi MOYEBYHbI

B ocHOBHOM LIMKJI MOY€BUHBI (PYHKIIMOHUPY-
eT B MeYeH! (B MUTOXOHIPHUSX WM IIUTO30JIe Tera-
TouuTa). B pe3ynbTare oCyleCcTBICHUS LIUKIA MOYE-
BUHBI IIPOMCXOIUT TiepepaboTKa caMOro TOKCUMYHOTO
BellleCTBa B OpraHn3Me — amMmmMuaka. LIukia MoueBUHBI
MMO3BOJISIET TIpeoOpa3oBaTh aMMUAK B MOYEBUHY, KO-
TOpasl 3aTeM BbIACJISIETCS Yepe3 IMOYKKU ¢ Mouoil [7].

Hapymenus nukna moueBuHbsl (HIIM) moryt
OBITh BBI3BaHbI A(ULIUTOM (HEePMEHTOB, HEOOXOIU-
MBIX JJISI HOPMaJIBHOTO TPOTEKAaHUs 3TOTO IPOliec-
ca, B pe3yJIbTaTe Yero MOBHIIIAeTCSI YPOBEHh aMMHUaKa
B KpOBU (TMIIEpaMMOHHMEMHUS — TIOBBIIIEHNE YPOBHS
ammonus (NH4) B kposu Beitre 100 MKM/71 y JOHO-
IIEHHBIX aeTeit, 6onee 150 MKM/n y riryboko Hemo-
HOIIIEHHBIX HOBOPOXKIEHHBIX AeTeil, 6oee 50 MKM /1
y CTapIIMX AeTeil U B3POCIBIX), YTO IPUBOIAUT K pa3-
HOOOpPa3HBIM TOKCUYECKUM IIPOSIBICHUSM, B TOM
qyucjae K HeBPOJOTUYECKUM HapyiieHusIM. CHUMIITO-
MBI U TSKECTb HAapYyLIEHUI ITMKJIa MOYEBUHBI MOTYT
pa3nInyaThbcsd B 3aBUCUMOCTU OT KOHKPETHOTO TeHe-
TU4Yeckoro aedexra. Hekoroprie o01IMe CUMOTOMbI
MOTYT BKJIIOUATh 3aA€PXKKY Pa3BUTHSI, ITOBBLIIICHHYIO
pa3npaxkuTeIbHOCTD, dHIIE(AaNIONaTuio, pBOTY, CyI0-

poru 1 KoMy. M, KOHEYHO TTPOUCXOIUT TTOBPEKICHNE
MeYeHu, KOTOpOe MPOSIBISIETCS B BUAE reraroMera-
JIUM, IIATOJIN3a, HApYIIEHUS O€JTKOBO-CUHTETUYECKOM
(GYHKIIUY ITIeYeHU, IEYEHOUHOM HeToCTaTOUHOCTH[7].

HIIM uyacTto xapakTepu3yloTcsi MaHuecTaluuein
B paHHEM BO3pacTe, KpU3aMMU U B OTCYTCTBHE CBOEB-
PEMEHHOTO JISYeHHST MOTYT 3aKaHUMBAThCS JIETATbHBIM
HMCXOJIOM B paHHEM JIETCKOM Bo3pacTe. Kak mpasuio,
OHU CBsI3aHBI ¢ JeeKToM (pepMeHTOB (HET (pepMeHTa
WA YPOBEHDb €r0 CHVDKEH, WJIM U3MEHEHa eTr0 CTPYK-
Typa). Takue 3a0ojieBaHUS €1lI€ HA3bIBAIOT IEPBUY-
HBIMU TUIEPAMMMOHUEMUSIMU. BBIIEISIIOT MpoKCcH-
MaJIbHbIE TEePBUYHBIC THIIEpAMMOHUEMUM (B 3aBU-
CUMOCTHM OT JIOKajau3aluu (epMeHTHOro aedexra,
T. €. 10 BKJIIOUEHUs] B OPHUTUHOBBIN ITMKI, Aedek-
Tbl TeHOB CPSI, NAGS u OTC) u nucTajabHbIE, TIPO-
TeKalollle B LIMTOIUIa3Me KJIETOK meyeHU (HedeKThbl
reHoB ASS, ASL, ARG, SLC25A415). Takxe Bblaeisi-
10T Je(eKThl TPaHCMEeMOpaHHBIX TPAHCIIOPTEPOB OP-
HUTWHA U LUTpY/UIKMHA, Bbi3biBaome HHH-cunnpom
(TumepaMMOHMEMUSI, TUTIEPOPHUTUHEMUSI, TOMOIIM -
Tpy;utHypus (hyperammonemia, hyperornithinemia,
homocitrullinuria) — gedekr rena SLC25415) n He-
JIOCTaTOYHOCTh LUTpUHA (OedekTsl reHoB ORNTI,
CTLN2) [8].

ITo3gnee Havano HIIM pasBuBaeTcs Ipu He3Ha-
YUTETLHOM CHWXXEHUM aKTMBHOCTU (PEPMEHTOB Op-
HUTUHOBOTO IMKJa. [lepBble KIMHUYECKUE TTPU3HA-
KA MOTYT TMOSIBIISITbCS B TTOAPOCTKOBOM U B3POCIOM
BO3pacTe, IPU 3TOM TUIIEPAMMOHUEMHUS OBbIBAaeT Me-
Hee BbhIpaXkeHa, a KITMHUYEeCKHe MPOosSBIeHUs ciabee,
yeM I1pu HeoHaTajabHbIX (popmax HMII. OcHOBHBIMU
KIMHUYECKUMU CUMIITOMAMU SIBJISIIOTCS] pBOTA, CHU-
JKeHHE amlleTUTa, BSJIOCTh, TOJIOBHAS OOJIb U Hapyllle-
HUS TIOBEICHUS, HApYIIeHUs CHa, Opell, TaJlIIolIMHA-
LU U IICUXO03HI [7].

K naubosiee 4yacTo BCTpevyaloOLIMMCS U OMac-
HeiM HIIM oTHocdaT uuTpy/UiIMHEeMHUIo 1-ro tumna
(ren CTLN2), neduuuT OpHUTUHTpaHCKapOaMujia-
36l (reH OTC), HeTOCTAaTOUHOCTh APTUHUHCYKIIMHAT
cuHTeTasbl (reH ASSD), nepuuuT apruHUHOCYKIIK-
Hatiauassl (reH ASL), nedbuur apruHasbl 1-ro Tuia
(ren ARG), HHH-cunapom (ren ORNTI), cuHapom
Pes [8].

st HIIM xapakTepeH ayTOCOMHO-PELIeCCUBHBIIA
TUI HacjenoBaHus. VICKitoueHue cocTaBisieT aecu-
LIUT OPHUTUHTpaHCKapomuiassl (reH OTC), umero-
it X-cuemiaeHHoe HaciegoBaHue. CymmapHas ya-
crora HIIM coctaBisier B cpenHem 1:8000 >XuBbIX
HOBOPOXIEHHBIX, OMHAKO HECBOEBPEMEHHAs AUArHO-
CTHKa, KaK MPaBUJIO, TIPUBOIUT K TSKEIBIM IOCIEI-
crBusIM |2, 7].

HutpyinuHemus 1-ro TUIla — OJHO U3 CaMBbIX TSI~
KENMBIX HApYIIEHWI 1IMKJIAa MOYEBMHBI — MMEET ay-
TOCOMHO- PELIeCCUBHBIN TUIT HACJIeAOBaHMS, CBsI3a-
Ha ¢ MyTtanueil B reHe ASS/, KogupyooleM apruHu-
HOCYKIIMHATCUHTETa3y, KOTopasl yJacTBYeT B IIUKJIIE
MoueBuHBI. HeoHaTanbHas dopma LUTPYUIMHEMUU
1-ro Tuma mpoTeKaeT TSXKEJI0 U OCTPO; MaHU(PECTU-
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pYyeT, Kak IIpaBuIo, yepe3 24—72 yaca 1mocjie poxuie-
Hus. [TogaBastoTcs CPBITMBaHUS, OTKA3 OT €bl, PBO-
Ta, JBIXaTeJbHBIE PAacCTPOMCTBA (TaXUITHOD, AITHOD
U JIpyrue), MpU3HAKU Cericruca W TUIIOTEPMUs, MO-
BBILIIEHHAs] BO30YIUMOCTh MJIM YTHETEHUE IEHTPalb-
HOIi HEPBHOM CHUCTeMbI, IU(dy3Hass MbILIeUYHAasT THU-
MMOTOHMS C TUTIEPTOHYCOM B TUCTAJIBbHBIX OTAEIaX KO-
HEYHOCTEM, CyIOPOXHBIA CUHAPOM, MO3AHEE pa3BU-
BaeTcs KoMma.

Crneayer IOMHUTb, UTO KJIMHUYECKUI (PEHOTUIL
no3agHux opm HIIM Bo MHOrom cxoueH [7].

Hapymenusi oomena yriaeBonoB. HaciencTBeHHbIe
HapyleHus: 0OMeHa yIJIeBOJOB — 3TO IPYIIIa PeaKUX
TeHEeTUYECKUX 3a00IeBaHUi, CBA3AHHBIX C Hapyllle-
HUeM MeTaboyim3Ma INIMKOreHa, MO0 Ipyrux yrie-
BOJOB [9].

I'mukoreHo3bl 00ycCIOB/IEHBI AeheKTaMu (pepMeH-
TOB, KOTOPBIE YYACTBYIOT B CHMHTE3€ WJIM pacllieruie-
HUM [JIMKoreHa. B pesyiabrate 3TuX Oe(EKTOB IJIM-
KOTe€H HaKaIUIMBaeTCsl B TKAHSIX OpraHu3Mma, B TOM
Yyciie B TIEYSHU, YTO MOXKET MPUBECTU K Pa3TUIHbBIM
KJIMHUYEeCKUM Iipu3HakaM. OOLIMMU CUMIOTOMaMU
[JIMKOT€HO30B MOTYT OBITh THUITIOTJIMKEMUS, 3adepXK-
Ka (pM3UYECKOTO Pa3BUTHS, TeIIAaTOMETaIMsI, MbIIIIEY-
Has c1ab0CThb, KApAMOMUOIIATUS U APYTHE TPOSBIIE-
Hus [9]. U3BeCTHBI TaKue TJIMKOTEHO3bI, KaK 00JIe3Hb
ITomne (reH GAA), 6one3up JlaHoH (reH LAMP2),
6one3nb Tupke (ren GO6PC), 6one3Hb AHIepceHa
(ren KCNJ2), 6onesub Tapyu (ren PFKM), 6oe3Hb
Xara (ren PHKA2), 6one3ns Xepca (ren PYGM), 60-
ne3nb ®opbca — Kopobu (reH AGL). Ilpaktuyecku
BC€ IJIMKOT€HO3bI COMTPOBOXKAAIOTCS ITOPaXKeHUEM T1e-
YEHM, OHAKO CTEeIIeHb MTOPaXKeHUsI MOXKET OBITh pa3-
Hoii [8].

Mytauus reHa D-manHo3unassl (MANZ2BI) BbI3bI-
BaeT ayibcha-MaHHO3UI03, TP KOTOPOM HaKOILJIEHUE
B JIM30COMaxX MaHHO30-COAEPKAIINX OJUrocaxapu-
JIOB TIPUBOJIMT, B TOM YuCJe, K rermaromeranuu 7, 9].

GM-1 ranrnmo3uao3 (MyTalusl I'eHa JIM30COM-
Holi rajakto3unasbl (GLBI)) BbI3bIBae€T HapylleHUE
pacrmama B JIM30COMax KepaTraHCyiabdaTra M TaHIJIMO-
3uga GM1, KOTOphIii SIB/ISIETCSI BasKHBIM KOMIIOHEH-
TOM MEeMOpaHHBIX CTPYKTYP HEMPOHOB. YBeJIMYeHUE
KOJIMYeCTBa KepaTaHCyJibdaTa B JIM30COMAaX IEYECHU
U celie3€HKe MPUBOIUT K rerarocruieHoMeranuu [9].

l'anakroszemust (medekt depmMeHTa rajlakTo3o-
1-pocdar ypununrpaHcoepasbl, KOOIUPYEMOIO Ie-
HoM GALT) conpoBoxaaeTcsl HAKOILUIEHeM Hepacliie-
MJIEHHOM TaTaKTO3bI B TIPOCBETE KUIIIEYHMKA, YTO OKa-
3bIBa€T TOKCUYECKUI 3(p(peKT Ha TOJIOBHOM MO3T, I1e-
YeHb, ITOYKHM U KUIIEYHUK. BO3HMKAIOT CPBITMBAHUS,
nuapesl, TiIoxas TprbaBKa MacChl Tea; MOSIBIISIOTCS
MPU3HAKU TTOPaXKEeHUs ITeUeHM: reraToMerains, rema-
TOCILJIEHOMETa/Iusl, TUI0aJbOyMUHEMMUSI, TUIIEPOMIIN -
pyOMHeMUsl, TIOBHILIEHNE YPOBHS IEYEHOUHBIX (ep-
MEHTOB, HapyIlIeHUs CBEPTHIBAEMOCTU KPOBH, ACIINT.
Hepenko rajakro3emMust COIpoOBOXKAACTCS TUTTOTJIAKE-
mueit. CommyTCTBYIOIIMM Bceraa ObIBae€T CUHAPOM M3-
OBITOYHOI'0 OAKTEPUAJIBHOIO POCTa, KOTOPBIA IIPO-
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BOLIMPYET OCTPO Pa3BMBAIOIIMIACS CEINCUC, BbI3BaH-
Hblit E. coli [9].

IIpu dppykroszemun (oedexT pepMeHTa aabaojia-
36l B, kogupyemoro reHoM ALDOB) BO3HUKAET pe3-
Kasi Harpy3ka Ha MedyeHb M3-3a BbIHYXIEHHOW MeTa-
0oJIM3alMY JTUMUI0B, U BCE 3TO MPOUCXOIUT B yCIIO-
BUSX AedUIIMTA SHEPTUU, UYTO TIPUBOAUT K Hapyllie-
HUIO (YHKLUU neyeHu [9].

Hapymenus oomena mertamioB. Cpean BceX Ha-
CJIEICTBEHHBIX HapylleHUil oOMeHa METaJJIOB ce-
PbE3HOE MOpaXXeHUe MeYSHHU IIPOUCXOAUT IIpuU 00Jj1e3-
Hu Bunbcona — KonoganoBa. IIpu aTom 3aboneBa-
HUU U30BITOYHOE OTJIOXEHME MEIM B OpraHax M TKa-
HSX BO3HMKAeT M3-3a myTauuu reHa ATP7B, Koto-
PBIii CITOCOOCTBYET BCTpaMBaHUIO MOHOB MEIU B 010K
Lepysormia3MuH. Tak Kak LepyIoIIa3MUH CUHTE3U-
pyeTcsl MeYeHblo, TO U HapylleHUsI ero MeTaboIu3-
Ma OKa3bIBalOT 3HAYUTEJIbHOE MATOJOTMYeCcKOe BIIW-
SIHME Ha IleyeHb. I[1o3ToMy, IOMUMO pa3HOOOpa3HOM
HEBPOJIOTUYECKONM U TICUXUYECKOW CUMIITOMATUKU,
y OOJIbHBIX Pa3BUBAIOTCS CUHAPOM XEJITYXU, TenaTo-
Merajus, TledéHoYHast HeIOCTaTOYHOCTh. DTO 3a001e-
BaHME OTHOCUTCS K YMCJTY TPYAHO TUATHOCTUPYEMBbIX
B CBSI3U C IJIUTEJIbHBIM JIATEHTHBIM TE€UEHUEM U pa3-
HOOOpPa3HOM KJIIMHUYECKONM CUMIITOMATUKOM; OHO MO-
KeT MaHU(EeCTUPOBATh KaK B AETCKOM M MOAPOCTKO-
BOM, TaK U B cTapiuem Bo3pacte [10].

Hapymenuss o0MeHa aMHHOKHCJIOT (AMHHOAIMIO-
NaTHK) ¥ OPraHMYeCKUX KUCJIOT (OpraHuyecKue anumy-
puu). AMUHOAUMIOINIATUM U OPTaHWYECKWE alluaypUn
BbI3BaHbl 00Pa30BaHUEM TOKCHUUYHBIX BEIIECTB B pe-
3yJibTaTe HApyLIEeHHOIo 0OMeHa OnpeAeaEHHBIX KUC-
jot. Kak mpaBuwio, 310 1100 caMm cyOcTpar oOMeHa
(KOTOpBI MOCTYIAET ¢ Iulleit), MO0 U30bITOYHbII
MeTabOoJIUT IIPSIMOTO MU 00XOAHOTO MyTU. B ciydae,
€C/IM 9TU BeElleCTBA B OOJBIIOM OOBEME SIBJSIOTCS
JIJIS1 OpraHM3Ma TOKCMYHBIMHU, TO B MEPBYIO OUYEPENb
MOBPEXIAETCS MEYEHb KAK OCHOBHOI OpraH I€TOKCU-
kauu. Havano GoabliMHCTBA 3a00JI€BaHUI TaHHOM
IPYIbI CBSI3aHO € TPYJAHBIM BCKapMJIMUBAHUEM U T10-
cryrieHreM Oenka. OgHako, Kak IOKa3bIBaeT IIpaK-
TUKa, HEKOTOPbIE HapyllIeHUsI 0OOMEeHa aMUHOKHUCIIOT
U OpraHUYeCKUe aluaypun MOTYT 1OJrO0 KOMIEHCHU-
poBaThCs OPTaHU3MOM U KJIMHUYECKU HE TPOSIBISTh-
cs. OCHOBHBIMM BHEMEYEHOUHBIMU HaApYILIEHUSIMU
IIPY 3TOM SIBJISIIOTCSI HEBPOJIOTUYECKIE CUHIPOMEL [7].

Tuposunemus 1-ro tuna (HT1) — HaciaencTBeH-
HOE ayTOCOMHO-PELIECCUBHOE 3a00/IeBaHKE, 00YCIOB-
JIeHHOe MyTalusMu B reHe FAH, xogupytoiieM ¢ep-
MEHT (dymapuiaueroruapoiasy. [JaHHbIA ¢GepMeHT
OCYILIECTBIISIET KOHEYHbIU 3Tal aerpaaaliv TMPO3uHa
Ha HeTOKCUYHBIEe (pymapar u aueroaleTaT. B pe3yib-
Tare MyTaluu B reHe FAH pacrniag THPO3WHA OCYIIECT-
BJISIETCS MO aJIbTEPHATUBHOMY MYTHU ¢ 0Opa3oBaHUEM
BbICOKOTOKCUYHBIX M KAHLIEPOT€HHBIX CYKIIMHUWIALIE-
TOHa, MajeusaleToalerara, gpymapuialeToanerara.
HakoruieHre 3TMX TOKCUUYECKUX MPOAYKTOB TOPMO-
3UT OKUCIUTEIbHOE (pochopuirpoBaHue 1 OJIOKUPY-
eT uuki Kpebca, 4To MpuBOIUT K MPOrpeccUpyloleit
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MaTOJIOTUM TICUeHU C pa3BUTHMEM MEUYEHOUYHOIN Hemo-
CTaTOYHOCTH, IMppo3a. KpoMme 3T0Oro, pa3BuBaloTCs
TyOyIonaTuu ¢ (opMHUPOBAHUEM PEHAIbLHON TyOy-
jonaruu, runogocdaTeMUUecKOro paxura, CUHIPO-
ma PankoHu [7].

MetunmanonoBas auuaemus (MMA) — Hacien-
CTBEHHOE 3a00JieBaHNe, CBI3aHHOE C HAPYILIEHUEM 00-
MEHa MeTUJIMaJIOHOBOU KUCI0Thl (reH MUT) u Koba-
namuHa (ButamuHa B12) (ren MCEFE) Ha ypoBHe Iie-
pexomna MetuaMmaaoHuI-KoA B cykumHui-KoA, co-
MPOBOXKIAOIIeeCs HapylleHueM MeTaboaM3Ma psiaa
AMUHOKHUCIOT (M30JICHIIMH, BaJIMH, TPEOHUH, METHU-
OHMH), XXUPHBIX KMCJIOT C HEYETHBIM YMCJIOM aTOMOB
yrjepoja 1 xojiectepuHa [7].

Hpyrue 3a00eBaHUA U3 3TOI IPYIIILI (JIEHLIMHO3,
miyrapoBas auuaemus 11 Tuna, nzosajaepruaHoBast aly-
Iypusi) TaKKe CBS3aHBbI ¢ HAPYIIEHUSIMU OTAEIbHBIX
(GepMEHTOB U UMEIOT TSXKEIOE TeueHUEe, B OCHOBHOM
MaHu(ecTUpylollee B paHHeM Bo3pacte [7].

Hapymenus oxkucjeHusi KUPHbIX KucJjor. Ha-
CJIEICTBEHHBIE HApyLIeHUS MUTOXOHIPUAIbHOTO
B-okucnenus xupHbeix kuciaor (FAOD, fatty acid
oxidation disorders) — rpymma MOHOT€HHBIX 3a00Jie-
BaHWUI1, CBSI3aHHBIX C HapylIeHUEM MUTOXOHApPHAIb-
HOTO B-OKUCJIEHMS XKUPHBIX KUCIOT U TPAHCIIOPTA UX
KapHUTUHOM B MUTOXOHAPUM. DTa rpymiia 3adojeBa-
HUI Bcerma IpoTeKaeT ¢ HapylleHUeM SHepreTude-
CKOro oOMeHa, a TakKe COMpOBOXKAaeTCs MeTaboIMye-
CKMM alliI030M, TUTIOTJIMKEMHUEH, TUTIEpaMMOHUEMM -
el ¥ opakeHNeM BHYTPEHHMX OPTaHOB, B TOM UYHC-
JIe TIeYeHN KaK opraHa, KOTOPBIA MPOIYLIMPYET KeTO-
HoBbIe Tejla. Kak u3BecTHO, >kupHbie KUCIO0ThHl (2KK)
SIBJISIIOTCSI BaXXKHBIM MCTOYHMKOM 3Hepruu. Ocoboe
3HaueHue KK MMeIoT 1151 CKeJIeTHBIX MBI, CepALa
U MIeYeHH, TaK KaK 00eCIIeunBaIOT UX d9HEPTUEH B yC-
JIOBUSIX ToJlogaHusl. ZKupHbIe KUCI0THI MOOUINU3YIOT-
Cs U3 XXUPOBOI TKAHU W TPAHCIIOPTUPYIOTCS B KPO-
BOTOK B CBSI3aHHOM C aJIbOyMHUHOM cocTosiHuM [11].

BoablmHCTBO TKaHel CriocoOHbI paciueruisiTh 2KK
IO YIJIEKMCIIOTO Ta3a W BoAbl. Ha mo3mHux crammsx
TOJIOJAHUSI OHU CTAHOBSTCS TIPEUMYIIIECTBEHHBIM HUC-
TOYHUKOM TPOAYKIIMHU SHEPTUM Yepe3 UX OKHMCIICHUE
B CKEJIETHBIX MBIIIIAX M MCIIOJIb30BaHUS NJII CHUH-
Te3a KeTOHOBBIX Tea B neueHu. KK gBasgiorcs rias-
HBIM MCTOYHUKOM SHEPIUU JIJIs1 cepala: B Hopme 60—
70 % sHeprumn, HEOOXOAUMOIA ISl CEPAECYHOM MBILLILIBI,
obecnieunBaercs okuciaeHueM KK, u Beie 70 % —
npu rojomaHuy u nuadere [7, 11].

Hna muorux dopm FAOD xapaktepHo mopa-
JKeHHUe MBIIIEYHON TKAHU C pa3BUTHUEM MMOMATHUM
/WA KapAMOMUOIIATUM, YTO CBSI3aHO KaK C MCTO-
IIEHUEM YHEPreTUYECKUX PEeCypCcoB, TaK U C TOKCHU-
YeCKUM AEHUCTBUEM CyOCTpaToOB OJIOKMPOBAHHBIX (hep-
MEHTHBIX peaklyii Ha MBILIEYHYIO TKaHb [7, 11].

Breigensior cienyiomine BaKHbIE HAcCJEICTBEH-
HbIe HAPYIICHUST OKUCIIEHMS KUPHBIX KUCIIOT: nehu-
LIUT cpenHenenoyeyHoi amui-KoA-mernaporeHasbl
(MCADD; oreuaet reH ACADM), HeIOCTaATOYHOCTh
JIJIMHHOLIETIOYeYHO! 3-ruapokcuanmi- KoA-gernapo-

reHassl (LCHAD; orBevaetr ren HADHA), nedbunur
OYeHb JyIMHHOLIeroueuHoi auui-KoA-geruaporeHa-
3bl (VLCADD; orBeuaer reH ACADVL), riiyrapoBasi
anunemus 11 tuna, Peiie-nmogoOHbI cuHapom. Kiu-
HHUKa 3THUX 3a00JIeBaHUI CXOMHA M XapaKTepu3yeTcs
MOJMMOP(PU3MOM TIPOSIBIICHNUI, CBSI3aHHBIX C BHEP-
reTUYECKOM HeI0CTaTOYHOCThIO [12].

MuTtoxoHapuabHbie 001e3HM. DTa rpyIina 3aboe-
BaHWI1 BCeTIa MPOTEKaeT ¢ HapyllIeHneM dHepreTruie-
CKOro oOMeHa U 3aTparuBaeT TKaHU, KOTOpble Hau0o-
Jiee YyBCTBUTEJIbHBI K HEAOCTATKY dHepruu (Tad:i. 2).
ITeyeHb Kak pa3 OTHOCHUTCSI K OpraHaM C OOJIbIIUM
SHEPronoTpedIeHreM, OTHAKO HE BCE MUTOXOHAPU-
aJbHBIe OOJIE3HM MPOTEKAIOT C BHIPa’KEHHBIM TOpa-
JKeHUeM TiedeHu. Yaiie mopaxkeHus ImeyeHn oTMeda-
I0TCS TIPY MJIAICHYeCKUX M IEeTCKUX 2HIIedaoremna-
tonatusx [13].

MuToxoHIpUaibHble 00J€3HU — OJHA W3 CaMbIX
CJIOXXHBIX TPYII B IMArHOCTUKE. DTU CIOXHOCTHU
CBSI3aHBI C HAJIMYMEM SIAECPHOTO M MUTOXOHAPHUATb-
HOTO TUIIOB HACJIeAOBaHUS, SIBJICHUSIMU TeTepOIlia3-
MHMU U IIUPOKUM CIIEKTPOM KIMHUYECKUX IMPOSBIIC-
HUI (OT JIATEHTHBIX BapUAHTOB 10 TSKEJIBIX KIMHU-
yeckux ¢opm). Haunbosnee M3BECTHBIE MUTOXOHIPU-
ajnbHBIe 3a00JIeBaHUs, TIPU KOTOPBIX MMEET MECTO
nopaxeHue neyeHu: cuHapoMm Ajbrnepca — XyTTeH-
Joxepa (CUHAPOM MCTOIICHUS MUTOXOHAPHUATLHOMN
JHK (MmtAHK) 4A), DGUOK-cungpoMm (cuHIpOM
ucrowenus MTAHK 3), medunuutr MUTOXOHApPUAIIb-
Horo komiuiekca I smepnbiii Tumn 20 [13].

JIuzocomnubie 601e3nn Hakomwienns (JIBH) — mato-
JIOTHs JIM30COM, IIpU KOTOPOI 13-3a AedeKkTa hepMeH-
Ta BellleCTBA, B HOpME MeTaOOIM3UPYIOIINECS B JIU-
30COMax, He MOTYT PacCIIEIMUTLCS M HaKaTUIMBAIOTCS
B Ju3ocoMax. HakorieHrue mpoucxXomuT BO BCex Op-
raHax M TKaHsSX, B TOM YMClIe U B meueHU. [TlosTomy
MPaKTUYEeCKN BCE JIM30COMHBIE OOJE3HU HAKOILIe-
HUS MIPOTEKAIOT C MOpaXkKeHUeM TIeYeH B OCHOBHOM
T10 TUITY TeIaTOMeTaIuM 1 TeraTocrieHoMeranuu. Ha-
CUMTHIBaeTCs 0KOJI0 70 HO30I0rMYecKuX (opM JIM30-
coMmHbIX Oosie3Heit [14]. B ocnoBHoMm JIBH ¢ mopa-
JKeHUEM TIeUeHU TIPeACTaBIeHbl MyKOJHMCcaXapumao3a-
Mu. OnHAKO HEKOTOPBIE aBTOPHI YKA3BbIBAIOT, YTO MO-
paxkeHMs TeYeHU MOTYT MMETh MECTO U TPU TJIMKO-
MPOTeNHO3axX (aCIMapTUITIIOKO3aMUHYPHsI, CUATUI03,
dyko3uno3, 6ose3ns IluHmiepa, rarakTocuaanumao3s),
MykKoaunuuo3ax (mykoaununpos 2, 3C, 4), Helipo-
HaJIbHBIX LieponAHbIX JIunodycunHosax (HIJI) (mia-
neHueckas ¢gopma (HIIJI 1-ro tuma), mogpocTkoBast
¢opma (HIIJI 2-ro tumna), roHomeckas ¢opma (HIJI
3-ro tuna), apyrue HIJI 5-ro, 6-ro, 7-ro, 8-ro,
10-ro tunos) u apyrux JIBH (uuctuHo3, 0osie3Hb
Cayta, MHOXECTBeHHasl cyjib(daTHasl HeI0CTaTO4-
HOCTb) [15].

Myxkonommcaxapuaossl (MIIC) — onuH 13 BUIOB
JIM30COMHBIX OoJie3Hel HakoruieHus. 11o cBoeil cTpyK-
Type MYKOTIOJIMCAaXapuabl — 3TO YIJIEBOJHO-0EIKOBBIE
KOMILIEKCHI. MyKOIoIMcaxapyabl SIBJISIOTCST BAXKHOM
COCTaBHOM YaCTbhIO KOCTEM, XPAILLUEH, CYXOXUINUIA, PO-
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TABNNLUA 2

OCHOBHBbIE KJIMHUYECKUE CUMMNTOMbI MUTOXOHAPUAJIbHbIX 3ABOJIEBAHUN (M3) [2]

3aneprkka NCUXOMOTOPHOrO PasBUTUA

CuvHAPOMOM «BANOro pebéHka»

MblLeYHast FMNOTOHKSA, MbllLedHas cnabocTb

(MpoKcuManbHble > AUCTabHbIE Y BEPXHNE > HIKHNE KOHEYHOCTW)
[Nepudepmryeckast HeBponaTns

BonblnHCTBO
MUTOXOHAPNASBHBIX
3abonesaHnin

CuHppombl KSS, MERRF
n MELAS; cuHapom CeHrepca;
cuHapom bapra

MnageH4eckue 1 OeTckue
3HUedanorenaTonaTum

[eteKTbl reHOB, KOOVPYHOLLIMX
KOMIJIEKC AbIXaTebHO Liemnm

ATakcus
LnsapTpust
[To3
HepBHas Odpranbmonnerust
N MblLLeYHas BynbbapHble HapyLleHNs
MnpammaHble HapyLLEeHWs
VIHCynsTONOA06HbIE 3NM30ab!
MurpeHb
Tpemop, xopest
LncToHns
Cynoporu
MuoKnoHWN
JenkosHuedanonatus (no gaHHeIM MPT)
CepaestHo- [MnepTpodurydeckas kapanomMmonaTus; ruopunsumsa Npeacepani;
cocyancTas aTQMOBeHTpMKynﬂpHaﬂ bnokaga; cuHapomom Bonbda — MapkmHcoHa —
Yarita; 6nokaga npoBeaeHns no nyyxky fica
OcTpas ne4éHoYHast HEAOCTATOYHOCTb; CUHOPOM LIMTONN3a; CUHOPOM
MywesapuTenbHas xonectasa; cteatos; hrbpos; MMKPO- 1 MakpOHOLYASPHbI LMPPO3
HapyLueHre MOTOPUKIA »KeNya0HHO-KMLLEYHOrO TpakTa
OcTpas nm XpoHYeckas noyYe4Hast HelOCTaTO4YHOCTb; HethpONMTMas;
HePOTUHECKUI CUHOPOM; MOYEYHbIE KUCTbI; MOYeYHbIN KaHasbLIEBbIN
BoyIenVTenbras aumnos; baptrep-nogobHbI CMHAPOM; CUHAPOM e TOHW — ,El,e6p? =
®PaHKoHW (hocdaTypus, MIOKO3YpUs, aMUHOALMAYPVIS); OHaroBbIN
CEerMeHTapHbIi FIOMEPYIOCKIEP03; TyOYNOUHTEPCTULMATBHBIN HEDPWT;
HedpoKanbLMHO3
CaxapHblli ayabeT nepBoro Tnna
OHOOKPUHHAsA HepnocTaTto4HOCTb FrOpMOHa POCTa; MMNOTMPEOS; MMnonapaTnpeos;
rMNOrOHaAOTPOMHBIV FUMOrOHaAM3M
CupepobnacTHas aHeMUSA B COMETAHNN C HENTPOMEHMEN
KposeTtBopHas

W/ Vinu naHuMToneHnen

ATpodus 3pUTENBHOMO HepBa
MMUrMeHTHast iereHepaums ceTHaTkm
HenpoceHcopHas TyroyxocTb

OpraH 3peHus
1 opraH cnyxa

CuHgpombl KSS, MupcoHa,
MELAS

CwuHpgpom lMnpcoHa.
M3 ¢ Bblpa>xeHHbIM
NakTaT-auma03oM

CwuHgpomsl Jn, KSS, LHON,
PEO, NARP, MERRF, MELAS;
CUHOPOMbI UcTOLLEeHNS MTLOHK

Mpumeyanune. MPT — MarH1THO-pe3oHaHcHas Tomorpadus; KSS — Kearns — Sayre syndrome; MERRF — myoclonic epilepsy with ragged red fibers; MELAS —
mitochondrial encephalomyopathy, lactic acidosis, and stroke-like episodes; LHON — Leber’s hereditary optic neuropathy; PEO — progressive external
ophthalmoplegia; NARP — neuropathy, ataxia, retinitis pigmentosa; MTAHK — mutoxoHgpuansHas OHK.

TOBUIIbI, KOXXU U COCIMHUTENbHOU TKaHU. [ToaTomy
OCHOBHbBIMUM HapyLIEHUSIMU TTPU MYKOITOJIMcaxapuao-
3ax OynyT M3MeHeHus B 3Tux opraHax. Hakaruimnpa-
SIChb B JIM30COMaxX KJIETOK OPraHOB M TKaHEW, MYKO-
MoJiucaxapuiibl HapylalT pa3BUTUE KOCTHOW, Xpsi-
IIEBOW U COCIMHUTEIIbHOU TKAHU, BBI3bIBASI U30CTO-
3bl, TPbIKHM, KAPAMOMHUONATHIO; HAPYIIAIOT Pa3BUTHE
HEPBHOM CUCTEMBbI, BbI3bIBasl MHTEJIEKTYaJIbHbIE pac-
CTPOICTBA; HapylIalOT (PYHKUMIO MMEYEeHU, BbI3bIBAS
(pubpo3 u e€ ypenmuyeHue. Yacto UMEHHO HapYILIEHUS
CO CTOPOHHBI MeYeHU oOpallaloT Ha cedsl BHUMaHUE,
HECMOTpS1 Ha uMetolmecs 6oee sipkue heHOTUInYe-
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CKUe TIPOSIBJICHUST MYKOTIONCAaxaprua030B. Beiaensior
okoJio 11 TMIOB MyKOMNOJIMCAaXapua030B, OAHAKO 60-
Jiee pacnipoctpaHeHbl MITC I tuna (cunapom I'ypre-
pa (H), Lleiie (S) u I'ypnepa — Llleiie (H/S)), MIIC
II Tumna (cungpom Xantepa), MIIC 111 Tuna (cunapom
Candununmno), MIIC IV tuna (cunapoM Mopkuo),
MIIC VI tuna (cunapom Maporto — Jlamu), MIIC
VII tuna (cunapom Cnas) u op. [16].
Ilepokcucomnbie 60J1e3HM — TPYyIINa 3a00JeBaHUIA
MePOKCUCOM. DTOT BUI BHYTPUKIIETOUHBIX OpPTaHEeIT
OTBevaeT 3a MeTa00JIM3M aKTUBHBIX (hDOPM KHUCI0pOJa
1 a30Ta, TJ1a3MaJIOTeHOB, CUHTE3 (haKTOpa aKTUBALIMHU
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TpoMOOLIMTOB, N-alMAIMIMHOB, N-allMJITaypuHOB,
JI0K03areKCoeHoeBOl, (PUTAaHOBOM M IIPUCTAHOBOM
JKMPHBIX KUCJIOT, TIPOCTAHOUIOB U Ipyrue (PyHKIIUU.
ITepokcrcombl OCYILIECTBASIOT (DYHKIIMIO HEUTpaiu-
3allMM TOKCUYHBIX MPOAYKTOB MeTaboIM3Ma M 3KO-
TOKCUKAHTOB, B TOM 4HMcCJie U 3TaHosia. Hemocrarou-
HOCTb (DYHKIIUM MEPOKCUCOM MOXKET ITPUBOIUTD K TSI~
XKEJIBIM HeWpoAereHepaTUBHBIM 3a00JIeBaHUSIM, Ha-
PYLIEHUSM pa3BUTUS U AU3MOPGUIM, a TaKKe K M0-
paxkeHMsIM TIeueHU. MeXaHM3M TOpakeHUs TeYeHU
MpU TEPOKCUCOMHBIX 0O0JIE3HSAX CBSI3aH C OOJbIIMM
KOJIMYECTBOM TIEPOKCHCOM B remaToluTax, Impolecca-
MM B-OKHCJIEHUS KUPHBIX KUCJIOT, 32 CUET KOTOPBIX
MeYeHb OCYIIECTBSIET CUHTE3 XKETUYHBIX KUCIOT [17,
18]. Ha mocneaHux aTamnax XeJYHble KUCJIOTbl KOHb-
IOTUPYIOTCS C TAYPUHOM WJIM TJIMLIMHOM TPUY TOMOILN
nepokcucoManibHoil aumi-KoA u yxe B 310Ul hop-
M€ MOCTYyIaloT B uutoruiadmy. IloatoMy nepokcuco-
Mbl UTPAIOT BaXKHYIO pOJib B MeTabOJU3ME U TOMEO-
crase xoJjecreposna B opranusme [19]. B cBs3u ¢ atum
MopaxkeHue MevYeHU MPU MepOKCUCOMHBIX 3a00JieBa-
HUSX TIPUBOAMT K T€NATOCIIJIEHOMETAJIMU U XKEITYXE.

K mnepokcucoMHBIM 3a00j€BaHUSIM OTHOCST
cunapom IlenbBerepa (reH PEXI), HemocTaTou-
HOCTb MEPOKCUCOMHON 3-okcoaliui-KoA-Trosasbl
(reubl RTG1, RTG2), HeoHaTaIbHYIO aapeHOJICHKOIM -
crpoduio (reH PEX), 6one3nb Pedpcyma (ren PHYH),

PU3OMUEINYECKYIO TOYEUHYIO OCTEOXOHIpPOAMCILIA-
3uto (reH EBP), X-CcuemnjeHHYI aapeHOJEUKOan-
crpopuio (reH ABCDI), runepokcanypuio I tuna
(ren AGXT) [8].

Hapymenue ooMeHna rema n nopupuaoB. ITopdu-
puu — BTO TpyMa 3a00JeBaHUl, CBI3aHHBIX C Ha-
pyuieHneM cuHTe3a reMa. CHHTe3 reMa IpPOXOIUT
B 8§ 3TamoB, 3a KaXIblii M3 KOTOPHIX OTBEYAET KOH-
KPETHBIN (PEPMEHT, KOAMPYEMBbIiA ONpeneEHHbIM Ie-
HoM. COOTBETCTBEHHO, I KaxXa0i (opMbl mopdu-
pUM CYLIECTBYET CIELU(PUUHBIN (PepMeHTaTUBHBINA
nedekr (puc. 2) [20].

Haubonee akTMBHO Mpolecc CUHTe3a remMa UIET
B MEYEHU U KOCTHOM Mo3re. B meueHu rem BKJtoua-
€Tcd B COCTaB O€JIKOB, YYaCTBYIOLIMX B KJIETOUHOM
NIBIXaHW M, pacllerUIeHU TOKCUYHBIX CBOOOIHBIX pa-
JNIUKaJIOB U AETOKCUKAIIMU KCEHOOMOTUKOB. B KoCT-
HOM MO3Te TeM HEOOXOAUM JIJISI CUHTE3a reMOTrJIo0u-
Ha. CHMXEHHE aKTUBHOCTU (DEPMEHTOB CTAHOBUT-
Csl MPUYMHON TOPMOXKEHMSI CUHTE3a TeMa, YTO BeIET
K HaKOTUIEHUIO €T0 TOKCUYHBIX TTPOMEXYTOUHBIX Me-
TabOJMTOB U MOpaxeHuIo reueHu [20].

K napymeHusm oOMmeHa remMa U mopdupu-
HOB MOXHO OTHeCTU Hopdupuio ¢ AeGULUTOM
neruaparaspl-AJIK (nenbra-aMUHOIEBYJIMHOBOM KUC-
J0ThI) (TeH ALAD), ocTpyto IepeMesKarolytocs mopdu-
pu10, HacJleACTBEHHbIN reMoxpomMaros (reH HFFE) [§8].

Mmuuux
KosHaum KoA

CuHTeTasa d-aMUHONEBYNNOBON KUCNOTbI

CaszaHHas ¢ X-XxpoMocomon
apuTponoaTudeckas npotonopthupus

d-aMUHONEBYNIMHOBAA Kucnota

[ernpporeHasa §-aMMHONEBYNMHOBON
KNCNoThbl

Mopdmpus, obycnoneHHas geduumtom
JerngporeHasbl §-aMUHONEBYNVHOBOW KNCIOTbI

MopchobunmnHoreH

MopdobunnHoreHnesammnHasa

Octpast nepemexaiowascs nophupus

MmppokcumeTunbunax

YponopdupuHoreHcHTETasa

BpoxpaéHHas aputponoatuyeckas nopcupmus

YponopdupuHoreH I

MoaaHas KoxHas nopdupus

YponopdupuHoreHgekapbokcunasa

KonponopdmpuroreH Il

KonponopdupuHoreHokeugasa

HacnepncteeHHas konponopdupus

lMpoTonopdupuHoreH IX

lMpoTonopdupuHoreHokcnaasa

BapuerarHas nopcupus

MpotonopdupuH IX

®eppoxenarasa

=

PUC. 2. ObmeH rnopgupurHOB v noppupumn

SpuTponoaTuyeckas npotonopupus
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Hapymenus meraboim3ma xoJecrepuna. Han6o-
Jiee 4acTo BCTPEYAETCS CeMelHasi TUMIepXoJiecTepu-
HeMMUsI. DTO MOHOT€HHOE 3a00/iIeBaHUE C ayTOCOMHO-
JIOMMHAHTHBIM TUIIOM HAcCJIEA0BAaHMSI, COTTPOBOXKIAET-
Cs1 3HAUUTEJIbHBIM TTOBBILLIEHUEM YPOBHSI XOJIECTEpUHA
JmronporennoB Hu3kou miotHocty (JITTHIT) B kpoBu
U TPEXIEBPEMEHHBIM PAa3BUTUEM U MPOTrPECCUPYIO-
LIMM TeUeHUeM aTepockieposa. Camas yacTtast Ipuuu-
Ha CEeMEMHOU TMIIEPX0JIECTEPUHEMUUN — 3TO MyTallUs
B T€HE pelienTopa JUMONPOTEUI0B HU3KOU TJIOTHO-
ctu (LDLR). PeuenTop pacnojioxeH Ha IOBEPXHOCTU
rernaTroluTOB, YUaCTBYET B CBSI3bIBAHWU U BbIBEICHUU
U3 KpoBoToKa uupkynupyrowmmx JITTHIT [21]. W3-
BecTHO Gosiee 1600 myraumit reHa LDLR. Ewmé onna
BO3MOXHas MpUYMHA — MyTalldsl B T€HE aroJIMIo-
nporeruHa B (APOB), KOTOphBIi KoaupyeT arooe-
ok B100 (amoB), Bxonsiuii B coctaB JITTHIT u ot-
BETCTBEHHBIN 32 MX CBA3bIBAaHUE C pelienTopomM. My-
taiusg reHa PCSKY9 saBnseTcs ele onHoW NpUuInHOM
cemeiiHoi runepxonucrepuHemMun. I'en PCSK9 xo-
JIUPYyeT MPONPOTEeMHKOHBEPTA3y CYOTHIIM3NH,/KEKCUH
thuna 9 — cepuHoBylo nporeasy. Ero myrauusi npu-
BOIMT K paspylieHuto peuentopa JIITTHII. Myrauuu,
MPUBOJAIINE K YCUIEHNIO (DYHKIIMOHAJIBLHOM aKTUB-
Hoctu PCSK9 (MucceHc-MyTalliu), MOTYT BbI3bIBaTh
nosbilieHue paspyenus JIITHII-peuenTopos, B pe-
3yJIbTaTE Y€T0 YMEHbILIAETCS KOJTMYECTBO PELIETITOPOB
Ha MOBEPXHOCTU KJIETKU W Pa3BUBAETCS T'MIIEPXOJie-
crepuHeMus. Myranuu B reHax LDLRAPI, ABCGS,
ABCGS, CYP7AI nacnenyioTcsl pelieCCUBHO U KJIU-
HUYECKU MPOSIBJISIIOTCS TOJIBKO Y TOMO3UIOT IO Ce-
MEWHOI rumnepxojiectepuHeMuu. B mocienHee Bpe-
MsI B KAQUE€CTBE T€HOB-KAHIUIATOB CEMEMHOW TUTIEP-
XOJIECTEPUHEMUH PACCMATPUBAIOTCS MyTallMM B TeHAX
STAPI, LIPAwn PNPLAS [8].

XOoTs ceMeliHasi TUIEPXOJIECTEPUHEMUS HE SBJIS -
€TCS1 HEMOCPEACTBEHHOM IPUYMHOM MOPAKECHUS MeUe-
HU, BBICOKOE COJIep>KaHUE XOJECTEPMHA B KPOBU MO-
JKET MPUBECTU K (DOPMUPOBAHUIO KUPOBBIX OTJIOXKE-
HUI B MEYEHU U XXKUPOBOMY remartosy [21].

HacneacrseHHble HapylmieHUs TJIMKO3UJIMPOBAHMSA.
I'muxko3uarpoBaHUE — 3TO MOCTTPAHCISILIMOHHAS MO-
IuduKaLums 0eJIKOB, IIPU KOTOPO MOJIEKYJIbI [IIOKO-
3bl IPUCOEAUHSIOTCS K OeKaM. DTOT IIPOLEeCC Urpa-
€T BaXKHYIO POJIb B PETy/ISIIUU CTAOMIBHOCTU OEJIKOB,
UX TPAHCIIOPTE U B3aMMOJEUCTBUU C APYTUMU MOJIe-
Kynamu [22].

OaHUM U3 OCHOBHBIX MEXaHU3MOB MOPAXKEHUSIMU
MEeYEHU MPU HAPYLIEHUSIX TIMKO3WIMPOBAHUS SIBJISIET-
€Sl HAKOIJIEHWE MPOMEXYTOUHBIX MPOAYKTOB TJIUKO-
JIU3a U JPYrUX META00JUTOB B TEMATOUUTAX. DTO MO-
JKeT MPUBECTU K TUC(HYHKIIMU MUTOXOHIPUIA, TOBPEX-
JIEHUIO KJIETOYHBIX MEMOpPAH M aKTMBALlUU BOCHAJIM-
TeJIbHBIX TTPOLIECCOB B OPTaHe.

Kpome Toro, rmmko3uainpoBaHUe UTPAET BaXKHYIO
PpOJIb B OOMEHE JIMITUIOB 1 Y4acTBYeT B (DOpMUPOBAHUU
U CeKpelMy JUMONMpPOTEeMHOB NevyeHblo. HapyleHue
9TUX MPOLIECCOB TAKXKE MOXET MPUBECTU K KUPOBOMY
reraTo3y, BOCHAJUTEIbHbIM SIBJICHUSIM B nieueHu [22].
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K HapyuieHusIM TJIMKO3WJIMPOBAHUS OTHOCST-
cs1 oone3np Xakena (PMM2-CDG, CDG-Ia, nHa-
CJIEACTBEHHBIN aepuuut dpochomaHHOMYyTa3bl 2)
(reH PMM?2) u cUHAPOM HapylleHUs [IMKO3WINPO-
BaHus 1b tuma (ren MPI) [8].

AptepuonedéHounpie mucmiasmd. CamMbIM Xapak-
TEPHBIM 3a00JIEeBAaHUEM B 3TOI I'pyIIIe SBJISIETCS CUH-
npom Anaxunsg (ALGS, Alagille syndrome unu CA).
CA, Takxe M3BECTHBIM KaK reIaTOJICHTUKYJISIP-
Hasl JereHepanusi, sBJASETCS PEJKUM HacJeICTBEH-
HbIM 3a0osieBaHMeM TmedeHu. IlatoreHe3 mneyéHou-
HBIX HapylleHUI MpU CUHAPOME AJaxKuiasi 00yCIOB-
JieH mytauusmu B reHe JAGI (B xpomocome 20p12.2)
u B reHe NOTCH?2 (B xpomocome 1pl12). NOTCHZ2 xo-
IUPYET TpaHCMeMOpaHHBI 6enokK, a JAGI — ero pe-
Hentop. MyralMu B 3TUX TeHax BbI3bIBAIOT Hapy-
IIEHUST Pa3BUTHUS XKEIUYHbIX MPOTOKOB. B pesysnbrare
JKEJIYHBIE TTPOTOKM MevyeHU (hOPMUPYIOTCS CY>KEHHBbI-
MU U geopMUPOBaHHBIMU. ZKeaTyb He MOXKET IIpo-
XOJIUTh 4Yepe3 Ae(opMUpOBAHHbBIE TTPOTOKM U HaKa-
IUIMBAETCS B TI€YEHM, BbI3bIBasl X0JieCTa3, rernaToMe-
rajvio, UUTOJIU3 U KeJITyXy. BHenmeuy€HouHbIe ITpo-
SIBJICHUST BKJIIOYAIOT BPOXXIEHHBIM MOPOK cepala, Jae-
(eKThI KOCTel, aHOMAaJIMU IJ1a3HOTO s10J10Ka U 0COObIe
yepthl auua. JletaabHbeie ciaydau npu CA, Kak Ipa-
BUJIO, CBSI3aHbl C MOpak€HWEeM JIETOYHON apTepuu
1 €€ BeTBel (yallle CTeHO3) U KJIallaHOB, TeTpamoid
®anno, neheKTOM MEXKETyTOYKOBOM M MeEXIIpe.-
CEepPJHOI Teperopojiku, CTEHO30M aOPThl U €€ Koap-
KTallMei, aHeBpU3MaMM T'OJJOBHOTO MO3ra, apTepuo-
natueit, nonuxoskrasuei. [Ipu CA pacnpocTpaHeHbl
KOCTHbIE aHOMaJIMU, TaKW€ KaK BbIMYKJbIA J100, CIv-
SIHME TI03BOHKOB, 0a00YKOBUAHbBIE ITO3BOHKM, MOJY-
IMO3BOHKM, MEXpPEOEpHbIE COEAMHEHUS, Opaxumgak-
TWINSI, YMEPEHHBII TUIIEPTETOPU3M C TJIyOOKO Ioca-
JXKEHHBIMU TJIA3aMU, CEIJIOBUIHBIA WU TPSIMOUA HOC
C YIJIOIIEHHO-BBITYKJIBIM KOHUYMKOM U OOJIbIIUE YIIIU.
CA nposiBisieTcsl TaKXKe XpOHUYECKUM UCTOLLIEHUEM,
3aJepXKKOI poCcTa, YMEPEHHOU YMCTBEHHOM OTCTaJI0-
CTbI0. boJIbHbIE MPEABSBISIOT XaJ100bl HA CHJIbLHBINA
3y, CYXOCTb, CTSIHYTOCTb Koxu [23].

HedexTnl cexpenun xkemuu. K paHHol rpymme 3a-
00s1eBaHMIA OTHOCSTCSI IPOIPECCUPYIOLNI CEMEHBIIA
BHyTpuIleu€HOUYHbIN xonecTta3 (IICBX): IICBX I tumna
(6one3un baiinepa; ren ATPSBI), IICBX 11 tuna
(cungpom bBaiinepa; ren ATPSBI), IICBX 111 Ttuna
(ren ABCB4), cunapom Xwunnbepa (ren UGTIAI),
cunapom Kpurnepa — Haiisipa (ren UGTIAI) [8].

ITaToreHe3 mopaxxeHus eYeHU MPU JaHHOM TPyII-
e 3a00J1I€eBaHUI CBOIMUTCS K XOJIECTA3y, UTO TPUBOJIUT
K XeJTyXe, 00pa30BaHUI0 KAMHEN B XKE€TYHbBIX IPOTO-
Kax, 0011 1 BOCTIAJIEHUIO MeueHU. B KOHEYHOM uTore
MOXET Pa3BUTbCS XOJAHTUOIMUTUA3 U XKEJIUHBINA LUP-
po3. DTHUOJIOTUYECKUM (PAKTOPOM SIBJISIETCS MyTaLIUs
BreHe UGTIAI T'en UGTIAI xonupyet (hepMeHT ypu-
nuHaudocdaT-rmokyponuinrpancdepasy (YADIT).
DT1oT pepMeHT (PYHKIIMOHUPYET B IreraToLUTax, Ipe-
o0pasys ounupyouH. Myrauust B reHe UGTIAI Bbi-
3bIBA€T PsI/l CUHIPOMOB, BBIPAXKEHHOCTb KOTOPBIX 3a-
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BUCUT OT aKTMBHOCTU (pepmeHTa (cuHIpom Kpurie-
pa — Haiigpa I tuna (cungpom K-H I), cunapom
Kpurnepa — Haiisipa II tuma (cungpom K-H II)
u cunapom Kwunsoepa (CX)). Cunnpom K-H I xa-
paxkTepusyeTcsl MpakKTUUEeCKU TTOJHBIM OTCYTCTBU-
eM YJIOIT B renatorurax (yactora 0,6—1 ciayyait
Ha 1 muin). CoaepkaHue HEMpsIMOIro OMJIMPYOMHA MO-
ket gocturaTh 800—850 MKMOJIB/JI, TIPU 3TOM OTME-
JaeTcs 37I0KaueCTBEHHOE ITPOrpeccupylolee TeueHre
C JIeTaJIbHBIM MCXOIOM B paHHEM Bo3pacTe (IIpu OT-
CYTCTBUM TpPaHCIUIAHTALIMU TedyeHu). [1pu cuHapome
K-H II aktuBHocth YADPIT cocrabisier MeHee 20—
30 % ot HOpMasibHOI. HenpsiMoii OUIupyOrH MOXET
noBbImatbes 40 300—350 MxkMoutb/J1. TTalueHThI XK1~
BYT IIpU €CTECTBEHHOM T€UeHUM 3a00yieBaHMs 10 45—
50 net. CXK otmimnyaercs: 0JIaronpUsITHBIM T€YECHUEM.
Yacrora pacrnipoctpaHeHuss C2K B Mmupe cpeau B3poc-
JIOTO HaceJieHUs BapuabebHa: B €BPOMNEMCKOM ITOmy-
JILuK oHa coctasisieT 5—10 %, cpeau aMOyJIaTOPHBIX
nauueHToB B I. Mocke — 24 % [7]. IIpu CXK ypo-
BEHb HEIPSIMOIo OMIMpyOrHA Yallle BCEro He MPEBbI-
maeT 85—90 MKMOJIb/JT, UYTO BI3BAHO HEPE3KUM CHU-
keHneM aktuBHocTd YIDIT. I1pogoKuTeibHOCTh
xku3Hu namueHToB ¢ C2XK Takas ke, KaKk y 3I0POBBIX
monei [24].

PazButue 0ose3nu baiinepa o0yclioBIEHO MyTa-
nueit reHa ATPSBI1, pacnojioxkeHHOro B 18-i1 XxpoMo-
come (Jtokyc 18q21-22). DTOT reH oTBevaeT 3a CUHTE3
aneHosuHTpUdOocharasbl (ATDas3el) P-tuna, kotopas
MOAAePKMBAET JUIIMAHBINA OaaHC MYTEM MepeMellie-
Husl docdoaunuaos. JaHHbI (epMeHT pacroJara-
eTCA Ha TIOBEPXHOCTU TernarouuToB. Ero ocHoBHas
(yHKIIMS 3aKIIoUaeTcs B peryIupoBaHUN TPAHCIIOP-
Ta YPCOIE30KCUXO0JIEBOM U X€HOIE30KCUX0JIEBOI KUC-
JIOT U3 IEUEHOYHBIX KJIETOK B JKETUHBIE TTPOTOKU. Tur
HACJISACTBEHHON Mepeaavyu maToJ0TUM — ayTOCOMHO-
peueccuBHbIN [25]. B pe3ynbrare reHeTU4ecKoi My-
TallUM AKTUBHOCTb ®H3MMa P-turma AT®a3bl pe3ko
CHIKAeTCsl, HapyllaeTcsl TPAaHCHOPT KETUHBIX KUCTIOT
B IIPOTOKU, XKEeTYHbIE KACIOTHI 3aIeP>KUBAIOTCS B Te-
MMaTOLMTaX, BO3HUKAET BHYTPUIIEYEHOUHBIN X0IecTas
[24, 25]. D10 mpUBOAUT K rude/In MeYEHOYHBIX KIe-
TOK, pa3pacTaHUIO COEAVMHUTETbHON TKaHU, XKEITYy-
Xe, TeraToIOCIUIeHOMEraauu, HUppo3y neyeHu [25].

Hapymenus o0OMeHa JUNHIOB

DTo rpynma 3abojieBaHUI, KOTOpas XapaKTepu-
3yeTcsl HacJIeICTBEHHBIMU AedeKkTaMu MeTabon3Ma
XkupoB. IIpu 5ToM MexaHU3MBbI IEYEHOUHBIX HApyIIe-
HUI MOTYT OBITH Pa3HBIMHU, HO B UTOTe JUITMIBI Ha-
KaIlJIMBAIOTCS B OpraHM3Me, B TOM YHCJIe B KJIETKaX
reyeHu, moBpexaas nocieaHne [26].

bonesnp T'ome Bui3biBaeTcss mytauueil reHa GBA
U COMPOBOXAACTCS CHUKEHMEM KaTAIMTUIECKOM aK-
TUBHOCTU IIIOKOLIepeOpo3u1a3bl, (PYHKIIMS KOTOPOM
3aKJII0YAETCA B JeTpagallii TIMKOC(HUHTOIUIUIOB
(unu TiIoKouepeOpo3ua0B, TIIOKO3UILIEPAMUIOB)
JI0 IJIIOKO3bI U LiepaMuaoB. dedbulut ¢pepmeHTa npu-
BOJUT K HAKOTUICHHUIO B JIM30COMaxX MaKpodaro Hey-
TUJIM3UPOBAHHBIX JIMITAAOB 1 00pa30BaHUIO XapaKTep-

HBIX KJIETOK HakoruieHus (kietok I'oue). CrnencTBu-
€M JaHHOro merabosmuyeckoro aedekTa SBISIOTCS:
XpOHMYECKas aKTUBALIMS MaKpodaralbHON CUCTEMBI,
ayTOKPUHHASI CTUMYJISIIIMS MOHOIIUTOII033a 1 YBEJIU-
YyeHHe a0COJIIOTHOIO KOJIMYeCTBAa MakpodaroB, Hapy-
LIIEHUE PeryJsITOpHBIX (yHKUMIA Makpodaros. B pe-
3yJIbTaTe HAKOILIEHUSI MaKpodaroB perucTprupyroTcs
crieHoMeranus (95 %), renaromeranus (87 %), KocT-
Hble u3MeHeHus (81 %), xpoHudeckue 60U B KOCTSIX
(27 %) u xoctHbIe KpU3bl (9 %), TPOMOOLUTOIIEHNUS
(50 %) u anemust (40 %), 3agmepxkka pocra (34 %).
bonesns I'oiie HacnenyeTcss ayToCOMHO-PELIECCUBHO
U BcTpeuaeTcs ¢ yactoToin 1:40000—1:70000 (y eBpe-
eB-alukeHasu gpocruraet 1:450—1:1000) [26].

Heduuut nuzocomHoi kuciaoi aunaszsl (JIJTKJT) —
XpOHMYECKOe Mporpeccupyioliiee 3ad0oaeBaHue, B OC-
HOB€ KOTOpOro Jiexut aedekt reHa LIPA, koogupylo-
11Iero JIM30COMHYI0 Kuchayto aumnazy (JIKJT), yto npu-
BOJUT K HAKOIUICHUIO CJIOXHBIX 3(HUPOB XOJIECTePU-
Ha ¥ TPUIJULIEPUIOB B MEUEHH, a TaKXKe B Cele3EH-
K€, CTEHKaX KPOBEHOCHBIX COCYIOB M IPYTUX OpraHax
U TKaHsX. B pe3ynbrare 3TOro pa3BuBaloTCs C1ab0CTb,
rermaToMeraiaus Wiv/M TernaToCIIeHOMeTalus, 3a-
nepXkKa (U3NYeCKOro pa3BUTHS, TTOBBIIIICHUE YTOM-
JIIEMOCTH, nuapesi, 001 B KUBOTE, CTeaTOpesl, KeJl-
TYLIHBINA CUHAPOM, aCIIUT, BAPUKO3HOE pacIIMpeHue
BeH nuiueBoga (Ipy pa3BUTUM Luppo3sa). YacTora
HJIKJT cocrasiser 1:40000—1:300000 [26].

bonesns Humanna — Iluka tuna C (HII-C) —
HacJIeICTBEHHOE MYJbTUCHUCTEMHOE 3abojieBaHUE.
IIpuyuHoii 3a0oJjieBaHUS SIBJISIIOTCSI MyTallUM B Te-
Hax NPCI1 (B 95 % cnyyaeB) win NPC2 (okoio 4 %
CIy4aeB), UTO MPUBOIUT K HAPYIICHUIO BHYTPUKIIE-
TOYHOTO TPAHCIIOPTA JUIMIOB M HAKOIUJICHHUIO XO-
JIecTepMHa U TJIMKOC(UHTONIMIIUIOB B TEYEHH, TO-
JIOBHOM MO3re, cele3¢HKe, JIETKUX, KOCTHOM MO3-
re U apyrux TkaHsx. Co CTOpPOHBI HEPBHOW CUCTEMBI
npu HII-C nHaGaiomaioTcsl riaa3oaBUraTeIbHbBIE pac-
CTPONMICTBA B BUIE HAPYLICHUN CAaKKAAWYECKMX IBU-
JKeHUH TJ1a3 WM BEPTUKAJIBHOTO HAIBSIAECPHOTO Ta-
pajauya B30pa, MO3XEUKOBbIE HapylIeHUs (aTaKCHs,
JIUCMETpUSI), IUCTOHMS, AU3apTpusl, Auccarus 1 rejia-
CTUYECKas KaTaruleKCHs, SMIICITUIECKUE CYI0POXK-
HbIe TIpUCTYNbl. HacnemyeTcs ayTocOMHO-peliecCuB-
Ho. YacToTa pacnpocTpaHeHUsI 3a00JI€BaHUS B CPEI-
HeM coctasirzeT 0,66—0,83 ma 100 000 >KUBBIX HOBO-
POXIEHHBIX [26].

HeankoronbHas XxupoBas 00Jie3Hb MHEeYEHU
(HAZKBII) sBiasieTcsi omHUM M3 CaMbIX pacIpocTpa-
HEHHBIX XPOHUYECKUX 3a00JIeBaHUI TI€YEeHU B MUpPE
1 OTHOCUTCS K HACJEICTBEHHBIM MYJIbTH(AKTOPHATIb-
HBIM 3a0oyieBaHUSIM. CunTaeTcs, YTO pacIpoOCTpaHEH-
Hoctb HAKBII B crpanax 3amanma cocrasiseT 20—
30 %, a B Azuu — 5—18 %. [27].

IMpuunnamu HAXDBII gaBasoTcs myraunus
reHa PNPLA3, a takxe myrauusi reHa TM6SF2.
I'en PNPLA3 xonupyeT aiuUIIOHYTPUH, KOTOPBIA
no cytu spiasercs ¢ocdonaumnaszoir A, a Myrauus
B 3ToM reHe (1148M) BbI3bIBaeT HapylleHUE MeTa-
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o6oauszMa tpuriauuepugoB. Hocurenu annenu 1148M
reHa PNPLA3 nMeloT 6ojiee BBICOKOE COIEpKaHUE
KMpa B MEYEHUW U TMOBBIIMICHHBIM PUCK Pa3BUTHUSI
cTearoremnarura, ¢Gubpo3a u uupposa nedyeHu. Ilo-
mumopdusm rena TM6SF2 (rs58542926) BoI3bIBaeT
HapylleHus QyHKUMU OejiKa, OTBEYalOIlero 3a Me-
taboau3m crepoaa. HAXKDBII asnsercs mynbtugax-
TOPUAIbHBIM 3a00JIeBaHUEM, U 3a €€ pa3BUTUE OT-
BEYAIOT U APYIU€ T€HbI, OMNPEAEIAIOLINEe UHCYINHO-
PE3UCTEeHTHOCTh M META0OJMYECKUI CUHIPOM, IO-
aToMy KinuHuueckasa KapruHa HAZKBII oTinuaercs
0OJIBLIMM IMOIUMOPGU3IMOM IIposiBIeHUIl. B uto-
re MPOUCXOISAT OTJIOKEHUE JUMUIAOB B TelaTOLNTax
U XUpoBoii renaro3 [27].

AbetanunonporteuHemus (cuHapom bac-
ceHa — KopHuBeiira) BbI3bIBA€TCS MYyTallUSIMU
B reHe MTTP, KoTophlii MHIYLIUpPYET cO3daHue Oel-
Ka-TiepeHOCYMKa MUKPOCOMAIbHBIX TPUTIULIEPUIOB.
DTOT 0€710K HEOOXOAUM IJIsl CO3IaHMsI MOJIEKYJI, Ha-
3BIBAEMBIX [B-JUITONPOTEMHAMU B MEYCHU U KUIIIEU-
Huke [28].

bnaromaps B-aumompoTeMHAM OCYILIECTBISETCS
TPAHCIIOPT XUPOB, XOJECTepUHA M KUPOPACTBOPU-
MBIX BUTAMMHOB M3 KMIIIEUHUMKA B KPOBOTOK, ITO3-
TOMY 3THM TUTaTeJIbHBIC BEIleCTBA MOTYT yCBauBaTh-
¢l TKaHSIMM BCero opraHmsma. JlocTaTouyHBIN ypo-
BEeHb XMPOB, XOJECTeprHA U BUTAMMHOB HEOOXOIUM
JUIST HOPMAJIBHOTO POCTa, Pa3BUTHUS U MOIAEPKAHUS
KJIETOK M TKaHei [28].

boapumimHcTBO MyTauuii reHa MTTP mpuBo-
JAT K TPOAYKIIMM MUKPOCOMAJIBHOTO Oejika — Tiepe-
HOCYMKa TPUIJULEPUIOB C IMTOHMXEHHON (QyHKIIUEH
WIN OTCYTCTBUEM (DYHKIIMM, — HE CIIOCOOHOro yya-
CTBOBaTh B oOpa3oBaHMM B-iurionporenHoB. Hemo-
CTaTOK B-JIUTMIONIPOTENHOB BHI3BHIBAET CEPhE3HOE CHU-
JKeHHUe BcachblBaHUS (MaJibaOCOPOLIMs) TTUILIEBBIX XK1~
POB U XXMPOPACTBOPUMBIX BUTAMUHOB M3 MHUILIEBAPU-
TeJILHOTO TpaKTa B KPOBOTOK [28].

Hapymenue ¢ynkuum u/wim cTPyKTYpbl 0€JIKOB,
MIpUBOISIIIEE K TATOJOTUN TTIeYECHN

HenocratouyHocTh anbda-l-aHTUTpPUIICMHA
(A1AT), xak mpaBUJIO, COYETACTCS C IOPaXKEHU-
€M TeyeHu. DTo 3a0oJieBaHUE BbIZBIBAET MYTa-
uus B reHe SERPINAI (Hau0Oosee pacrpoCTpaHEH-
Hble BapuaHThl MyTanuii — S (p.Glu288Val) u Z (p.
Glu366Lys)), yTo MIPUBOAUT K CHIKEHUIO aiibda-1-
aHTUTpUIcuHa B KpoBU. A1AT s1BisieTcs IJTaBHBIM UH-
TMOMTOPOM CEPMHOBBIX MPOTEa3 B IJIa3Me YeOoBeKa.
Ero peduuuT mpuBOAUT K YCKOPEHHOMY pa3pylle-
HUIO MApeHXUMBbI JErKUX, IPUBOISILIEMY K dMpu3e-
Mme. Yactb natonornuyeckoro AI1AT G1okupyeTcs B re-
MaTOLMTaX M3-3a HEMPaBUJIbHON YITAKOBKM M TOJIU-
Mepuzaluu. HakormieHue mojimmMepu3oBaHHOro Oejika
B DHIOIIA3MaTUYECKON CETU TelaTOLMTOB IIPUBOIUT
K XPOHUYECKHUM 3a00JIeBaHUSIM TIeYeHU — LUPPO3Y
U 3J10Ka4eCTBEHHbIM HOBOOOpazoBaHusM. Hemocra-
TouHOCTh A1AT 3avyacTylo OlIMOOYHO IMATHOCTUPY-
ercs kak XOBJI, OpoHxuanbHast acTMa WA KPUIITO-
reHHoe 3a0oJjieBaHue neyeHu. Haciaempyercs mo ayro-
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COMHO-PEIECCUBHOMY WIM KOIOMUHAHTHOMY THITY.
3abojieBaeMOCTh cpeau xurteyieir EBpomnbl cocTaBisi-
et 1:1500—1:5000. ITopaxeHue IeyeHu 4allle BbISIB-
JISIeTCSI B paHHEM JETCKOM Bo3pacTte (10 4 MecsleB).
st B3pocibix OoJiee XapakTepHa JierouHasi popma,
KOTOpasi MOXET IPOSBISATHCS YaCTBIMU OpOHXUTA-
MU, THEBMOHUSIMHU, Pa3BUTHEM OPOHXOOOCTPYKTUB-
HOTO CHHApOMa, dSM(MU3EeMbl 1/ OPOHXOIKTA30B.
3HauMMbIM (aKTOPOM SIBIISIETCS KYpEeHHUE: Y Kypsi-
LIMX MMalMEeHTOB 3Mdu3eMa JIETKMX pa3BUBAETCS I'O-
pas3no pansblie [29].

NMEYEHOYHbIE CUHOPOMbI
N COOTBETCTBYHOLLUMNE UM SABOJIEBAHUA

IIpu nuarHocTMKe HacJeACTBEHHBIX 3aboJieBa-
HUN C MOpakeHWeM IeYeHU BaKHO IOMHUTh, Ka-
Kue 3a00JIeBaHMS MPOTEKAIOT C TeM WM MHBIM TIe-
YEHOUYHBIM CUHApOMOM. HanpumMep, CHHAPOM renato-
Merajum SBJISIeTCS BEAyILIUMM IPU CIEAYIOIINUX 3a00-
JIEBAaHUSIX: TJIMKOTeHO3bl (00se3Hb IlomIie, 0oJie3Hb
T'upke); HapylleHUsI OKUCICHUS XXHUPHBIX KMUCJIOT;
HapylleHus LMUKJIa MOYEeBMHBI; 00Jie3Hb Buibco-
Ha — KonHoBajoBa; HapylieHUss oOMeHa aMMHO-
KUCIOT (TUpo3uHeMus 1-ro TuIia); MyKOIOJIMCa-
XapUa03bl; HACJIEACTBEHHBIC HAPYIICHUS TIUKO3U-
JINPOBAHUs; CUHAPOM AJIaXWIsl; HEIOCTaTOYHOCTh
alnb(pa-1-anturpuricuHa. I'enatomeranus npu gaH-
HBIX CUHAPOMAaX UMEET pa3Hble MeXaHU3MBbI (pOpMU-
pOBaHUS U MOXET ObITh 00Jiee UM MEHEE BhIpaxKe-
Ha. Tak, HauOOJIbIIYIO CTEIIEHb BBHIPAXXEHHOCTU Te-
MMaTOMETaJIMs JOCTUTAET MPU TIIMKOreHo3axX U Hapy-
IIEHUM OKMCJICHMS KUPHBIX KUCIIOT.

I'enmaTocniieHoMeranuss xapakTepHa JJisi MyKOIO-
JIMcaxapua030B, MEPOKCUCOMHBIX OOJIe3HEH M TIOp-
bupun.

XoJecTa3 xapakTepeH s CUHIApOMa AJIaXWis,
JIe(PeKTOB CeKpelMH XKeauu (IPOrpecCUupyroLIuii ce-
MEMHBIN BHyTpuUIleueHoYHbIH xojecta3: [ICBX I tuma
(6one3ns baiinepa), [ICBX II Tuna (cunapoMm baiine-
pa), IICBX III tuna, cunapom Kunabdepa, CHUHIAPOM
Kpurnepa — Haiisipa), HegocTatouHOCTU ajbda-1-
AHTUTPUIICMHA, MUTOXOHAPUAJBbHBIX 3a00JIeBaHUI
(BpIpaxkeH cj1abo0),

2KupoBoii renaTo3 MOXeT pa3BUBaThCS MPU HApy-
IIEHUSAX OKUCICHUST XUPHBIX KHUCIOT, MUTOXOHIU-
aJbHBIX OO0JIE3HSIX, MYKOIIOJIMCAaXxapua03ax, Hapylie-
HUAX MeTaboiIm3Ma XoJieCTeprHa, HacJleACTBEHHBIX
HapYyIIeHUSIX TIMKO3UJIMPOBAHMS, HAPYIICHUSIX 00-
MeHa JIUMUIOB.

KeaTymHblii CUHAPOM XapaKTepeH IJis Hapylle-
HUST 0OMEeHa METaJJTOB, HACJIeACTBEHHBIX HAPYIIICHUI
[JIMKO3WIMPOBAHUS, CUHApOMa AJaxus, 1e(eKTOB
CEeKpEeINM XKeJI1, HapylIeHU 0OMeHa JTUMUAO0B, He-
JIOCTaTOYHOCTHU aJib(a- 1-aHTUTpUIICHHA.

CuHIpOM MEeYEHOYHOM HETOCTATOYHOCTH YaCcTO pa3-
BMBAETCS MPU HAPYILICHUAX IIUKJIa MOYEBUHBI, OOMe-
Ha aMMHOKHUCJIOT U METAJJIOB, MUTOXOHIPHUATbHBIX
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TABNINLUA 3

ANATHOCTUYECKOE 3HAYEHUE COYETAHUA CUHOPOMOB NMOPAXXEHWA MEYEHN
C APYTMMW HAPYLLIEHUAMU

[‘enatomeranus + runornkKemMms

[NloparkeHnst neHeHn + HEBPONOrMYeCKme HapyLLEHNS

MopaxxeHre NeYeHn + NHEBMOTOPAKC

OcTpoe Hadano + nporpeccvpyroLLas QynbMUTaHTHAsA NeY&HoYHas

HEeOOoCTaTO4YHOCTb

[loparkeHne neveHn + CMHAPOM N306bITOYHOMO 6aKTep|/|aanoro pocTa

[NopaxxeHvie NevYeHn + rmnepamMmmMoHEMIS

[NopaxkeHre neveHn + KonbLo Karngepa — dnenepa

[NrKoreHo3bl
HapyLlueHns OKUCAEHNS XXNPHBIX KUCIOT

MuToxoHapuabHble renaTonaTtum
JIn3ocoMHble 601Ee3HN HAKOMEHNS!
[epoKcMCOMHble BONe3HM

BpoxkaeHHble HapyLIeHWs TIMKO3MIMPOBaHMS
BonesHb BunbcoHa — KoHoBanosa

Ledvunt ansda-1-aHTuTprncmHa

[anakTozemuns 1-ro Tmna
HapyLueHne Lykna MoYeBMHbI
MwnToxoHOpPWanbHbIE renatonaTin
TyposnumHemmns 1-ro Tvna
BonesHb BunbcoHa — KoHoBanosa
BonesHb Bonbmana (AJ1KI)

[anakTo3emus
HapyLueHnst upykna MOYEBUHBI

BonesHb BunbcoHa — KoHoBanosa

3a00JIeBaHUSIX, HApYILIEHUSIX OOMeHa XOJeCcTepuHa
U TIMKO3UPOBAHUS, HAPYIICHUSIX OOMEHA JIMIUIOB
U (HYyHKILMU OEJTKOB.

CunapomM HapymeHHS 0eJKOBO-CHHTETHYECKOI
¢yHxuum BcTpeyaeTcs npu HapylleHUsIX 0OMeHa LUK~
Jla MOYEBMHBI U OOMEHA JIUTTUIOB.

CungpoM mUTONM3a yallle BCcero HabJomaeTcs
MPU HapylIeHUsIX OOMEHa LIMKJIa MOYEBUHBI.

Iuppo3 MoxeT ObITh (hmHaIOM 3a00J€BaHUIA,
CBSI3aHHBIX C HapyllleHWeM OOMeHa aMUHOKMCJOT
1 OPTraHMYECKUMU allMIypUSIMU, HapyIIeHUEeM OKHC-
JIEHUS XKUPHBIX KUCJIOT U JUMWUIOB, MUTOXOHIPU-
aJIbHBIX OOJIe3HEU, HapylleHuid oOMeHa reMa M Xo-
JiecTepUHa.

®ubdpo3 pa3BUBaeTCs 4allle BCErO IMPU Hapylle-
HUM OOMEHa JIMMUJI0B U XOJeCTeprHa, JU30COMHBIX
00J1e3HSX HAKOIUIEHUS, MUTOXOHAPUAIbHBIX 3a00-
JIEBAaHUSIX, HAPYLIEHUU OKMUCJIEHUS XXUPHbBIX KHUCIOT.

BbiaensiioT coueTaHusl CHHAPOMOB Y JPYTUMX MPO-
SIBJICHUU, UMEIOLLIME BAXKHOE AMAarHOCTUYECKOE 3Ha-
yeHue (Tabim. 3).

3AKJTIOYEHUE

3aboseBaHUs TeYeHU B MPAKTUKE Bpaya BCTPeE-
YyarTCcsd 4acTo. DOJBLIIMHCTBO M3 HUX HE SBJISIOT-
Csl HacJIeNCTBEHHbIMU, HO i nuddepeHLMaabHOR

JNIMAarHOCTUKU BpayaM BCEX CIELMaTIbHOCTEN Ba’KHO
3HATh TPYIBLI HACJIEACTBEHHBIX OOJEe3HEl, Tpu KO-
TOPBIX UMEIOTCS TeYEHOYHBIE CUHIPOMBI.

K coxanenuto, He Bcerga HapylIeHUsT CO CTOPO-
Hbl TIEYEHU PACMO3HAIOTCSl KaK HaCJeICTBEHHas Ia-
TOJIOTUSI, U TIO3TOMY HEOOXOAMMO MPUMEHSIThH METO-
IIbI COBPEMEHHOM TeHEeTHKM IJIs1 auarHoctuku [30].
HekoTopble nmalmeHTbl MOTYT JOJITOE BpeMsl HaOJIto-
JIaTbCsl y TaCTPO3HTEpPOJIora, TepareBTa Wad Meaua-
Tpa, HO HE MMETb PealbHOro AMarHo3a M, COOTBET-
CTBEHHO, HE€ MoJiyyaThb AOJIKHOTO JieueHus. B cBa3u
C 5TUM 3HaHME BpauyaMM BCEX CIIeIMaIbHOCTENH (hopM
HACJIGACTBEHHOM TAaTOJIOTUHU, MPU KOTOPHIX UMEIOT-
csI TopaxkeHUsI TIeYeHW, — BaxkKHas 3aJaya MeIUIMH-
CKOro o0pa3oBaHus.
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