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B cmamve paccmompensi Hekomopble munutHbie npobaemMbl AeueHus U 6edeHus NAuUeHmMos ¢ eenamoseHmuKyasproll deeenepayueii (IJII) — maoceasim
HacAe0CMEeHHbLM 30001e8aHUEM, CBA3AHHBLM ¢ 00MeHOM Medu U mpeOyIouUM NOCMOSHHOI Meb-daumunupyroweil mepanuu. 0cob020 6HUMAHUS mpedyrom caedyro-
uue 6onpoceL: 6vi00p KombuHuposarrol mepanuu D-neruyussamurom (D-ITAM) u yurKkom uau moromepanuu 00HUM U3 PEnapamos; B03MONCHOCHIb 8PeMEHHO20
YXyOuieHus Heapoaoeueckoil cumnmomamuku Ha gore npuema D-ITAMy yacmu 60abHbIx 6cae0cmUe MACCUBHO20 HAPACMAHUS c80000HOI MedU 8 CbiBOPOMKe KPOal,
Heo0X00UuMocmb CHeUUAbHOI NCUX0A02UMecKOoll NO00EPIICKU NAUUEHMO8 U UX POOCIMBEHHUKO08; CIPoeoe cOONI00eHUe PeCUMA ¢ 3anpeujeruem (Uu3U4eckux Ha-
2PY30K U co0mio0eruem cneyuanvholi dueml. [lpedcmasiensi 2 KauHuteckux cay4as: semansiviil ucxo0 IJIJ], KoMneHcUposanHoil Ha MpOMANCEHUU MHORUX e,
nocae Qusu4ecKoil Hazpy3Ku 60 epems noe3oku Ha Mope, a maxyce cAy4ail UHQOUUUposanHoi parsi cmonsl y 6oavHoil I ¢ passumuem cenmukonuemuy (Gopmu-
DO8aHUe (haeeMOHb 201eHU U OCIMEOMUEAUMA NOACHUMHbIX HO360HK08) HOCAe Npedulecmayouieli PU3UHecKOil HAspy3KU U HAPYUIEHUS PelCUMA NUMAHUS.
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Difficulties in managing patients
with hepatolenticular degeneration
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In this paper, presented some typical problems of managing patients with hepatolenticular degeneration (HLD), a severe hereditary disorder of cupper metabolism
requiring permanent cupper-eliminating therapy. Special attention should be paid the following questions: choice of combined treatment with D-penicillamine
(D-PAM) and zinc vs. monotherapy with either of these medications; the possibility of temporary worsening of neurologic symptoms induced by massive increase in
free cupper level in the blood following therapy with D-PAM; the need for special psychological support of patients and their relatives, strict adherence to a regimen
prohibiting physical exercises and the need for following a special diet. Two clinical cases have been described: a fatal case of many-year compensated HLD after
a physical load during a travel to the seaside, and a case of an infected foot wound in a HLD patient with the development of septicopyaemia (lower leg phlegmon
and osteomyelitis of the lumbar vertebrae) following a physical activity and violation of the dietary pattern.
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emaTojaeHTUKysApHas nereHeparms (IJI) — Tsxe- O6u1enprHATHIM oaxonoM K teueHuto [JI]1 sBnsieTcs Ha3Haye-
Jioe HacJIeICTBEHHOE 3a00JeBaHKE C CUCTEMHBIM Ha- HUe XenaTtHo# Tepanuu B Buae D-nenutmnnamuna (D-1TAM),
pyleHueM oOMeHa MeAM M XPOHUYECKON MeTHOM TPUEHTHHA M aHAJNOIoB, a Takxke coneidl umHka [1]. D-ITAM
MHTOKCHKAIMEH, COMpOBOXIAloLIecs TMopakeHu- CBSI3bIBAaeT Mellb, 00ECIICYMBAET €€ SKCKPELMIO ¢ MOYOH, MH-
€M TICYeHH, TOJIOBHOTO MO3Ta M IPYIUX OpraHos [1]. JyLUPYEeT SHAOTEHHBIC BHYTPUKICTOYHBIC XEIATOPhI — MeTall-
CBoeBpeMeHHas auarHoctuka [JIJ] moguac 3aTpynHeHa B CBSI- JIOTUOHEUHBI, YMEHbIIAIOMIME a0COPOIIMIO MEIU B KUIIIEYHUKE.
31 ¢ BApUa0ETbHON KITMHNYECKON KapTMHOM , BO3SMOXHBIM aTH - D-ITAM uHTHOUpYeT CUHTE3 KOJIIareHa, 37JaCTUHa, TeM CaMbIM
MUYHBIM J1e0I0TOM 3a00JIEBaHUSI, PEAKOCTbIO 3TOW MAaTONOTUN MpeIOTBpaIIasl WIM YMEHbIIAs Ie4eHOYHBIN ¢Gubpos [2, 3].
1 OTCYTCTBHMEM COOTBETCTBYIOILECH HACTOPOKEHHOCTU Bpaveii. Conu IMHKa UHIYLUPYIOT METAIUTIOTHOHEWHBI B KAIICYHBIX MY-
[paBwipHOE JIeYeHNE MOXET COXPAHHUTh 3MOPOBBE M IIPOMOJ- KO3HBIX KJICTKAX, CIIOCOOCTBYS 3aXBaTy IUILIECBON 1 SHIOTCHHO
>KMTEJIbHOCTb XU3HU aXe Y O0JIbHBIX C TSKEJI0i HEBPOIOrnye- UHIYLIUPYEMOX MEIU SHTEPOLMTAMU U BBIBEACHMIO MX CO CTY-
ckoit cumnromaTukoit. Cienyer OTMETHTb, UTO MOCTIE KOPPEKT- JIOM; TaKke IIMHK MOXET JeCTBOBaTh Yepe3 MHAYLMPOBAHUE
Hoit tuarHocTuku [JI1 Bpaua 1 60JIbHOTO OXKUIAET MHOXECTBO BHYTPHUIICYEHOUYHBIX METAJUIOTHOHEMHOB, CIIOCOOCTBYS Tema-
npo0JieM, CBSI3aHHBIX C MHOTOJIETHE! HETIPEPBIBHOM TepaItieii. TorpoTeKiwH [2]. Ele omH BO3MOXHEBIA MEXaHU3M JeACTBUS
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IIMHKA — WHTMOMPOBAHNE TIEPEKUCHOTO OKUCJIEHUS JUII0B
W YBEIMYEHUE NOCTYIHOTO [IYTATUOHA B TEMaTOLMUTAX, 4TO
YMEHBIIIAET UX OKUCTUTELHOE MOBpeXaeHu e [2].

B nocnenHue roapl MosIBUIOCH MHEHME 00 OTCYTCTBUM Tpe-
HMYIIECTB KOMOMHMpPOBaHHOH Teparmuu D-ITAM u 1mHKOM,
Tak Kak D-ITAM MoxeT cBsI3bIBaTh LIMHK, MPYU 3TOM CHMXa-
eTCsl OMOMOCTYITHOCTh 00OMX IIpenapaToB. Bo3MoXHO, IIMHK
HMHTAOMpPYeT aOcopOLMIO M OelCTBUE XelaTa, B CBSI3U C YeM
HEKOTOpbIE aBTOPbl PEKOMEHAYIOT B HAYaIbHOI (Pa3e neueHus
CHUMIITOMHBIX OOJIBHBIX MCIIOIb30BATh TOJBKO XEIaTHYIO Tepa-
110, @ IUHK MPUMEHSITD 115 JIEYEHUST aCUMITTOMHBIX O0JIbHBIX
VI v ans mopmepXuBawollell Tepanuy CUMITOMHBIX TMali-
eHTOB [4—7]. TeM He MeHee HEKOTOpbIE YUEHbIE MPOAOIKAIOT
MOIEPXUBaTh KOMOMHMpPOBaHHYI0 Tepanuto [JIII (couetanue
D-ITAM u uuska) [2, 8].

B xozne HavansHO dasbl neyeHuss D-TTAM y 10—50% 6GonbHBIX
HaOofaeTcsl OMNpee/ieHHOe HapacTaHUe HEBPOJOTMYECcKOit
CHMITTOMATUKH BCIICACTBIEC MACCUBHOTO M BHE3AITHOTO Hapac-
TaHUSI CBOOOMHON MeIW B CHIBOPOTKE KPOBU C YBEIMYEHUEM
MaJIOHOAWAJIBAETUIA, CHUXKEHUEM TJIyTaTHOHA U MHAYLIMpPOBa-
HUEM OKUCIUTebHOro crpecca [2, 6, 9, 10]. Ha MPT romnos-
HOTO MO3Ta MpU 3TOM 00HAPYKMBAIOTCSI HOBbIE OYaru B O€10M
BellleCTBe, Tajamyce, MocTy, cpeaHeM Mo3re [10]. TIpenckasaTsb
TaKoe YXYIIIEHUWEe HEBO3SMOXHO, HO CJeAyeT ObITb 0COOEHHO
HACTOPOXEHHBIMU B CITy4YasxX TSDKETOM HEBPOJIOTHICCKON Ma-
HubecTalK, BHIPaKEHHOTO MOPaXKeHWs MO3ra, MO TaHHBIM
MPT, a TakKe nprieMa aHTarOHUCTOB A0(AMUHOBBIX PELIETITO-
poB [11]. Cumurtaercsl, YTO ONTUMAJILHBIM JIeUeHHEM OOJBHBIX
IJII ¢ u3HAYaIbHO TSXEIBIM HEBPOJIOTMUECKUM Je(eKToM, a
TaKXe ¢ BHIPAXXCHHBIM HEBPOJIOTHUECKUM YXYIIICHUEM Ha Xe-
JIATHOIA TepaIuH, SIBJISIOTCS MpenapaThl IMHKA, KOTOPbIE CO3-
NIAl0T CTOMKMIA OTpULIATEbHBIN OanaHc Mean 6e3 MHTEHCUBHO-
TO ee TepepacnpeaeneHus B opranusme [2, 7].

[Ipu paszwbsicHeHUM JeuyeOHBIX pekoMeHaauuii 6onsHomy [JIJ]
U €ro POICTBEHHMKAM CJelyeT CHEeNaTh aKLEHT Ha HeoOXo-
IMMOCTH 00S13aTeJIBHOTO MpHeMa IIPENapaToB U PETYIIPHOTO
MOCeIIeHNsI Bpaya; B MTPOTUBHOM CJIy4ae HeM30eXKHBI TsKenast
MHBAJIMIU3ALMS U IeTalbHBIA ucxof. [IJ1st Toro yTo0bl JOHECTU
TpebyeMyro MH(POPMAIINo, HEPEIKO HY:KHO MOTPATUTh BPeMS
Y TIPUJIOKUTDH 3HAUYMTEIbHBIE YCUIusl. KOrHUTUBHBIE U MOBe-
neHJeckue pacctporictBa 6onbHbIX [JIJ] He Bceraa mo3BosioT
Bpauy yOeIuTh UX B HEOOXOMMMOCTHU COOMIONEHUS BCEX PeKo-
MeHIaLMi 1o JeyeHuto (MemieHHast tTutpauusi D-TTAM, no-
>KM3HEHHBIH TIpHEM TIPenapaToB, PETyIsSpHbIC UCCIEIOBAHUS
KPOBM M MOYM, CBOEBPEMEHHOE OOHapyxXeHWe U KOppeKIMs
MHOTOUMCIIEHHBIX MOO0YHBIX addexroB D-ITAM, cobimo-
JIeHUe HeoOXOMMMOM IUEThI, pexXuMa Tpyaa W 1p.), OITOMY
OYeHb BAXXHOM COCTABNISIONICH Tepamuy SBISACTCS HaIMIMe
aIeKBaTHBIX POICTBEHHUKOB, TOTOBBIX IIOMOTaTh ITAL[MEHTY.
BaxHo BoBpeMsI TiepeiiTy Ha MOANePXMBAIOLIYIO a3y JeueHHUs
LIMHKOM, TaK KaK IpY JUIMTeJbHOU XeaaTtHo# Tepanuu [JI/1 B
OpraHu3Me MOXET BO3HMKHYTb CHCTEMHBIN AEGULMUT MeIu:
TaK, OIMMCAHO Pa3BUTHE AUCIDIA3UH KOCTHOTO MO3Ta ¢ IIUTOIIe-
HUel BCIENCTBME TMITOKYIIPEMUU TIPU JICYEHUU XeJIaTaMU, YTO
noTpeOOBaIO Ha3HAYEeHUS MpenaparoB Meau [12].

Oc000 X0Ten0Ch Obl OCTAHOBUTHCS HA PEKOMEHIALMSIX 110 PEXU-
My Tpy/a ¥ OTabIXa: B mamsitke aj1s 6oabHbix [JIJ1, cocTaBneHHOi
B HayyHoM LieHTpe HeBpOJIOTUH, OTMEUEHBI TPOTUBOIIOKA3AHMS
K (usmueckoil Harpyske, CBepXypouHoOii paboTe, HOYHBIM Jie-
XypctBaM. MIHTepecHOo, YTo B 3apy0esKHBIX PYKOBOICTBAX TaKKe
OTrpaHWYEHHMsT He TIPeTyCMOTPEHBI, @ MEXITY TeM MX UTHOPUPOBA-
HUE MOXET IPUBECTH K KaTaCTPOPIICCKUM TTOCISACTBHISIM.

o1

BeneHue nauueHToB ¢ renatoneHTUKyYNAPHOM AereHepaLmeit

[IprMepoM MOXET CIYKUTb UCTOpUS 001e3HU nauuenmxu b. ,
1962 . poxnenus. C 10 neT XxaqoBajach Ha MepUOAUYECKIE
0omu B IpaBoOM IoApeOephe, NUATHOCTUPOBAHBI XPOHUYE-
CKMIi XOJIELIMCTUT, racTpoayoneHuT. B 1982, 1985 rr. — Ge-
PEMEHHOCTH, 3aKOHYMBIIMECS HOPMAIbHBIMU CPOYHBIMU
pomamu. C 1992 . oTMeyana HapylieHHE MEHCTPYaJTbHOTO
uukina. [Nepeexana u3 r. XabapoBcka B PocTOBCKYI0 00J1aCTb.
Bo Bpems 3-eit 6epemenHocT B 1996 1. (34 roma) mosiBu-
JIach XeNTyXa, BISBJICHDI relaToMeraius, aHeMus; B 3T0 Xe
BpeMs 3aMeTUIa CKOBAHHOCTD ABUXeHUi. B 1998 1. y manu-
€HTKHU ObLI AMarHOCTHPOBAH LUPPO3 MEUSHU C MOPTAIbHOM
TUTIePTeH3Uel W TUIePCIUIEHN3MOM, OTMeyaluch aMeHOo-
pest, aKWHeTUKO-PUTHIHBIN CHHAPOM ¢ AuchoHuei, nucda-
rueit. B 2001 r. BnepBole duaerocmuposana IJ1J], Ha3HauYeH
D-TTAM no 750 Mr/cyT; B 3TOM Xe rofy 60JbHast BEpHYJIACh B
Xabaposck. [Tpu ocMoTpe BBISBISIMCH MAPKUHCOHUYECKUIA
CUHIIPOM, CJIIOHOTeYEeHUE, NTUCHOHUS, fucdharusi, TMCTOHU-
yecKue TUIIepKUHe3bl B pykax. Ha ¢one npuema D-TITAM n
cyibdara MUHKA TOCTENIEHHO, Ha IPOTSKEHUH HECKOIBKHX
MecsIleB HaOMIONaIoCch YIYYINICHHE COCTOSHUS — YMEHb-
HIMJIKCh CKOBAHHOCTD, AMc(arus, UCYesno CIIOHOTEYEHUE.
IMpu nposenenun IHHK-amarHocTMKM BbISIBIEHA OOHA M3
MyTaluii B Kay3anbHoMm reHe ATP7B — 3amena ¢.3207C>A
(His1069GIn) B reTepo3uroTHOM cocTossHMM. B mexkabpe
2007 1. B CBSI3M C TPOMOOIMTOIICHUEH (CHUXEHUE TPOMOO-
uuroB g0 55x10°/1) D-IIAM 6bul OTMEHEH, MPOLOJIKana
MOJIy4yaTh ImpenapaT IMHKA ¥ CHMITOMATUYECKYIO TEPAIUIO.
B nocnenytoiue roabl HabII0AANOCh HECTAOMIBHOE TeUSHME
3a00JIeBaHNS ¢ HapaCcTaHWEM HEBPOJOTMIECKON CUMIITOMA-
TUKH, OTEKOB, XeATyxu. I10MbITKM MOBTOPHOTO Ha3HAUCHUS
D-ITAM B MuHuManbHOM no3upoBke (Y4 Tabm. 2 pa3a B He-
JIENII0) COMPOBOXAATKCH MOBTOPHON TPOMOOLIMTONEHUEI,
nociie yero D-ITAM BHOBbL oTMeHsuicd. bonbHas HeomgHO-
KpaTHO JICYMJIaCh B TACTPOIHTEPOJIOTUICCKOM OTHEIEHNH, K
2009 r. ymanoch CTaOMIM3MPOBATh MEUYCHOUYHbIE PYHKIIUU, B
HEBPOJIOTHUECKOM CTATyCe COXPAHSINCH AUCHOHUS, JTETKIIA
TJIACTUYECKUI TUIIEPTOHYC B KOHEUHOCTSIX, YMEPEHHO BBI-
paxxeHHas AUcTOHMS B pykax. B ceHts0pe 2013 . moexana ¢
POICTBEHHUKAMHU OTABIXaTh B [IpuMophe Ha MalImHe (0KOJIO0
16 yac B myTH, 3a pysieM cbiH). [To3xe GobHAsT BCIOMUHAJA:
«fl TaK ce0s XOpOIIo YyBCTBOBAA, UTO COIACHIACh HA TI0-
€37KY, HO yXe II0 IpUOBITUM Ha MOpe IOYYBCTBOBaIa cels
TI0XO0 — €J1a00CTh, HeloMoraHue». HecMoTpst Ha yxymieHue
CaMOYYBCTBHUS, 00JIbHAS 3aropaja, MHOTO XOIUJIa 10 TopaM,
ynoTpebsiia B MUILY KpeBeTKM (MopenpomyKTel mpu [JIJ]
KaTeTOPMUYESCKN 3allpelIeHbl); TOSBUBIIVIOCS XEITYXy II0-
HavaJly pacLieHWIa Kak «3arap». [Tocyie Bo3BpalleHUs JOMOiA
HAOJTIOMATOCh HapacTaHWe XEATyXd, acIluTa, IOSBUIACH
nuxopaznka. 07.10.13 rocnutanu3MpoBaHa B TepaneBTHYE-
CKOE€ OTHeNICHHWE; OTMEYaloCh IMPOTPecCHpoBaHUe Clabo-
CTH, OTE€YHO-ACIIUTUIECKOTO CHHAPOMA, THUIOKOATYJISIIIIH
C TeMOpparnyeckKuM CUHAPOMOM; Ha HIKHMX KOHEUHOCTSIX
— nmuM@ocTtas ¢ tuMdopeeii. JJabopaTopHO BHISIBISLIOCH YBE-
JuyeHue OwnumpyouHa mo 213,8 MKMoJb/1I, TpaHCaMuHa3
(BUeTBepO BEHIIIE BepXHE I'paHUIIBI HOPMEI), TPOMOOLIUTO-
nenus — 64x10°/n, anemus (remorio6uH — 70 r/m, 3puTpo-
outhl —1,86x10'/m). 11.11.13 Ha doHe TmporpeccupoBaHUsI
MeYeHOYHO-KJIETOYHOM HEeIOCTaTOYHOCTHU, TelaTopeHab-
HOTO CMHIpPOMa M Pa3BUBIIETOCS XeTyI0YHOTO KPOBOTEUE-
HUS HACTYIIIJIA CMEPTb.

Taxum o6pa3oM, B TeueHue 4 J1eT y 60I6HOI HabI0aaI0Ch CTa-
ounbHoe TeueHue I'JI/]; ongHako cpbIB KOMIEHCALMHY, BbI3BaH-
HBIH, HarboJiee BepOsITHO, HealeKBaTHEIMU (PM3NUEeCKAMY Ha-
IPy3KaMy U TOTPELIHOCTAMU B JMETE, IPUBEI K JIETAIBHOMY
HCXOMY.
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[Ipu pnutenbHOM, MHOTOJIETHEM BelieHUU 001bHbIX ¢ [JI/] Mo-
T'YT BOSHUKHYTb TPYIHOCTH C IUATHOCTUKOM cOYeTaHHbIX 3200-
neaHuil. [IpennaraeM onrcaHue Takoro ciyyasl.

boavnasa A., 48 net, mocTynuia B TepaneBTUUECKOE OTAEIEHUE
08.08.15 ¢ xanobamu Ha nuxopanky n0 39°C, BbIpaXeHHbIE
0o B MBIIIIIAX W CYyCTaBaX KOHEYHOCTEH, B TPYAHOI KIIETKE,
001IIyI0 CI1a00CTh, OTEKM HIKHUX KOHEYHOCTEA.

AHaMHe3 3a60NeBaHUsA: B 16 JIeT mepeHecia XeTyxy, B To-
CIIeMyIoNeM OTMeYaja HapylleHne MEHCTPYaJIbHOTO IIUKJIA.
OxoHuYMIA MEAWLIMHCKWIL YHUBEPCUTET, paboTana Ieaua-
TpoM. B 1994 1., yepe3 moarona mocjie pomroB, BHOBb MOSBH-
Jlach XeJTyXa, MTMarHOCTMPOBAaH XpOHUYECKUI rematut. Bo
BpeMs BTOPOif OepeMeHHOCTH B 1998 T. BEISIBICHBI TPOMOO-
LUUTONEHUS, IIUPPO3 TIEYSHM, 110 METUIIMHCKUM TOKa3aHMU-
sM OepeMEeHHOCTh Oblia MpepBaHa. B mociemyomie romsl
Pa3BWINCH MOPTATbHAS TUIIEPTEH3US C TUIIEPCIICHU3MOM,
AKMHETHKO-PUTHIHBIN CHHIPOM JI0 TIOYTH TTOJTHOM 063 1BH-
KEHHOCTU ¢ AuchOHMel, Au3apTpueil, MOCTypaJbHON He-
ycroitunBocThio. B 2005 1. Ha kadenpe Hesponoruu JJBIMY
duaenocmuposana IJIJ], puUTHIHO-ApoXaTedbHas dopMa.
[Ipy MoJEeKyIIpHO-TEeHETMYECKOM MCCIEA0BAHMM B TECHE
ATP7B BuigBiena mytauus ¢.3207C>A (His1069GlIn) B ro-
MO3UTOTHOM cocTosHuU. Ha ¢one HazHaueHHoit D-ITAM
U cyabhaToM LMHKA B T€YEHUE Tofa MPOM3OLIE perpecc
HEBPOJIOTHUYECKOM CHUMIITOMATHKU, HOPMAJTM30BAINCh IIe-
yeHouyHble dyHKIMU. [Ipu peryasipHom 10-i1eTHeM Habi0-
IEeHUH COXPAHSICS KOMICHCHUPOBAHHEIM IIMPPO3 TICUCHH CO
CIIJIEHOMETanuei, maueHTKa npogomkaet mpueM D-TTAM u
LIMHKA. B TeyeHUe HECKOMbKUX JIET 60JbHAsA CTPOTro COOJIO-
Iajia epKOBHEIE TOCTHI, B Mae 2015 . BepHYIach U3 IMajIoM-
HMYECKOI Moe3aKu B LeHTpanbHyto Poccuto. B uione 2015 .
nocjie CMEPTU MaTepu MPOBOJUIA TeHEPATbHYI0 YOOPKY B
POIUTETbCKON KBAapTUpPE, MHOTO M HaIps:KEHHO paboTaia
Ha Jaye, momorasi moxuaomy oTity. B Havane aBrycta 2015 .
MOSIBUITACH BBHIIIICOIIICAHHBIC XaNO0BI.

ITpu ocMoTpe: cocTosTHME CpemHeH TSLKeCTH, KOXHBIE TIOKPO-
Bbl 00BIYHOM OKpacku, rurepTepmus 10 39°C, ymepeHHbIE OTe-
KM CTOTI, TOJIeHei, Oemep, oUark rMIepIUrMeHTaluy KOXHU
NepeaHE MTOBEPXHOCTH TOJICHEN U CTOII; HE JAET JOTPOHYTh-
€51 10 HUDKHUX KOHEYHOCTe n3-3a 001€BOro CMHIpoMa, 001b
CHUMAETCS Ha KOPOTKOE BPeMSI MHBEKIIUSIMI HECTEPOMTHBIX
MPOTHBOBOCIIAIMTEIbHBIX MpenapaToB. B jerkux mpixaHue
BE3UKYJISIPHOE, YacToTa AbixaHus — 18 B MuH. ToHBI cep-
1A TPUIIYIIECHBI, TAPOKCU3MBI GUOPMILIALIAU TIPENCePIUil.
AprepuansHoe gasinenue — 100/70 MM pT. CT., TAXMKApIUS —
112 ynapoB B MuH. 2KHUBOT MATKMUIA, 6e300/I€3HEHHBIN, TIEpH -
CTaJIbTUKA COXpaHeHa, TMeYeHb BBICTYMAaeT U3-1oJ peOepHOii
JyTu Ha 2 cM, Moueucmyckanue cBobomHoe. ITpu obcie-
NOBaHUM: aHeMUs (IeMOrJo0uH — 92 r/1, 3PUTPOLUTH —
3,27x10"2/71, TUIIOXPOMHUSI, aHU3OLUTO3), TPOMOOLIUTOIICHHS
—74x10'?/1, neiikoumthl — 5,6x10°/71, cIBUT TeAKOLUTAPHOM
dhopmyinbl BieBo 10 1% merammenouutoB u 19% manoyko-
snepHbIX HeliTpoduioB, COD — 56 mM/4. B obmieM aHanuse
MOYM — TIPOTEHHYPHS 10 2,4 T/1. B OnoxuMmaeckoM aHaIm3e
KpOBU: OMIMPYOUH — 44 MKMOJIb/J1, 001U OeloK — 64 /1,
anp0ymMuHBI — 20 1/11 (HopMma 35—52 /1), moBbimenne ACT —
10 56 en/n (Hopma 5—31 en/n) mpu HopManbHOM ypoBHe AJIT,
niesnoyHas dhocdataza — 542 en/n (Hopma 70—270 en /i), riro-
Ko3a — 7,0 MMOJTB/IT; KpeaTHHHUH. MOYCBMHA, KaJIHii, HATPHUit
— B ipeaenax HopMbl. KT yacToTa cepaeuHbIX COKpalleHU i
68—120 ymapoB B MUH, pUTM GUOPUIALUM MpPEICEPIMId.
Y3U BHYTpEeHHUX OpPraHOB: TeUeHb YMEPEHHO YBeJIWuYeHa,
MapeHXMMa TOBBIIIEHHOM 3XOT€HHOCTH, CTPYKTypa yMe-
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PEHHO HEOTHOPOIHA, B IPOCBETE XKEITHOTO ITy3hIPST KAMEHb
25 MM B nuametpe; cruieHomeranust (14,8x8,1 cm); aud-
(hy3HBIe M3MEHEHUS TOMXKETyIOYHON Xee3bl. [THeBMOHNS,
MUENTOHE(DPUT UCKTIOYEHBI.

[lepBoHa4YanbHO COCTOSIHME OBLIO PAClEHEHO KakK JEeKOM-
TeHCcalsl OCHOBHOTO 3a00JIeBaHMsI ¢ PAa3BUTHEM IEYSHOU-
HO-KJIETOYHON HEIOCTaTOYHOCTH, YTO MOIJIO OBITH CIIPO-
BOLIMPOBAHO (DM3UYECKOM Teperpy3koii U Majo0eaKoBoi
JIVeTOoM, HO JaHHOE MPEAIION0XeHIE He O0BSICHSIIO HAIMIMe
BBIPaKEHHOT0 00JIEBOr0 CMHAPOMA B HIDKHUX KOHEYHOCTSIX
M BOCIIAJMTENIbHBIX M3MEHeHWI KpoBU. Yepe3 HEeCKOIbKO
IHei Ha (hOHe Te3MHTOKCUKAIIMOHHOM, aHTHOAKTepHUaTbHOM
U CUMIITOMaTUYECKOI Tepanuy Habaoaanoch yCuJaeHue pac-
MUpaIInX 00Jeil B HOTaX, OSIBJIEHUE MAaCCUBHBIX, CUMMe-
TPUYHBIX OTEKOB HUXHUX KOHEUHOCTEH ¢ 3aXxBaToM Oexep,
TpoUIeCKUX HAPYIICHMIA B 00J1aCTH HIKHEN TPETH IPaBoit
TOJICHH W CTOIIBI B BUIE 3MUICPMATBHBIX ITy3bIpeii ¢ cepo3-
HBIM COAEPXMMBIM. 10 TaHHBIM YIBTPa3BYKOBOTO MCCIEIO-
BaHUSI U OCMOTpa XMpypra, TpoM003 TIyOOKMX BeH HIDKHUX
KOHeYHocTe# uckioveH. IIpu yabsTpa3ByKoBOM HCCleq0Ba-
HUU B MATKUX TKAaHAX BHYTPEHHEU IOBEPXHOCTH IIPABOTO
Oenmpa Ha rayouHe 12 MM ompezensieTcst KUAKOCTHOE obpa-
30BaHue 49x14 MM, aBacKyJsIpHOE, PacIpOCTpaHSIONIeecs
Ha TIOOKOJICHHYIO 00JIacTh, HAa BHYTPEHHEH ITOBEPXHOCTH
MpaBoil rojeHu — oO0pa3oBaHUE aHAJOTMYHOW CTPYKTYpHI
pa3MepoM 67x26 MM, TOXOsIlee 10 HUXHEA TPETU TONEHH.
[Ton Y3 KoHTpoJIeM BBITIOJHEHA MYHKIIUS XUAKOCTHOTO 00-
pa30BaHUs MITKHMX TKaHEW IpaBoOil TOJICHU, ITOJTyIeHA MYT-
HO-3KEeJTast TYCTask XXKUAKOCTb; TP [IUTOJOTUYECKOM UCCIe-
JOBAaHMHU OTIPEMeISIUCh pacIafaloumecs: HeuTpouiIbl Bee
nojie 3peHus. JlmarnocTupoBaHa (pyierMOHA IIPaBOii TOJICHN.
[Ipn moBTOpHOM paccrnpoce O6oJbHAst BCIIOMHMUJIA, YTO BO
BpeMsI pabOTHI Ha Jadye «HaTepsa» IpaByl0 HOTY B O0JTACTH
ctonnbl. IlanMeHTKa mepeBeleHa B XUPYPrUYeCKOoe OTHese-
HUe, BBITIOJTHEHO BCKPBITHE (DICTMOHBI, Ha (DOHE MECTHOTO
JICUCHMSI, aHTHOAKTEePHATbHON Tepaluyu HOPMAaan30Bajlach
TeMIlepaTypa, OYMCTWIUCh PaHbl, KYNUPOBAJCS BOCHAJIM-
TEeJbHBIA Tpollecc Ha royneHu, Bbimucana 23.09.15. Yepes
HeleN0 TOSBUIMCH 3IU30[Ibl TMIIEPTEPMUM, TMOCTEIIEHHO
Hapacrawpolie 0oiM B TMOSICHUYHOU obmactu. Ilonyuumia
aMOyJIaTOpHO 2 Kypca aHTHOAaKTepWalbHOW Tepamuu, I0-
CJie KOTOPOI BO30OHOBMIIACH IMXOPAIKa, MOSICHUIHbIE 001
CTaJIM HeCTePIMMBIMU, BOSHMKAIU IIPU MaJICHIIeH Harpys3-
Ke, Mo HoyaM. 29.10.15 rocnuTaau3upoBaHa B XUpypruye-
ckoe otaeneHue. [lpu ocmotpe: Temneparypa 39°C, KoxHble
MOKPOBBI OJIEAHON OKpacKu, IIOJOXECHHE BBIHYXIEHHOE,
JICKUT Ha CIIUHE, TTOBOPOTHI M ITOIBITKM BCTaTh Pe3KO 00-
ne3HeHHbIe. CUMIITOMOB HATSKCHMS HET, O0JIb IIPH TMaJibIa-
LMY OCTUCTBIX OTPOCTKOB MOSICHUYHBIX M03BOHKOB. KT 1o-
SICHIYHO-KPECTIIOBOTO OTHE/a II03BOHOYHMKA: B CETMEHTaX
L Ly OTPEnensiorcs ABIeHUs CIOHIMIOIUCLUTOB C
HEPaBHOMEPHBIM BBIPAXXEHHBIM CHIDKCHHEM BBICOTBI AMC-
KOB, IIeCTPYKTUBHBIMHU 3PO3WBHBIMYU KOHTAKTHHIMU M3MEHeE-
HUSMU B TeJIaX MO3BOHKOB C HATMYNEM MEJKUX CEKBECTPOB,
OOKOBBIM JIMCTe30M BiieBo Tena LIV mo3BoHka. 3akioueHue:
OCTEOMMENHT L, | MO3BOHKOB.

JlarHOCTHpOBaHa CeNMTUKOIMeMIYecKas hopMa reMaToreH-
HOTO octeomuenura L . MO3BOHKOB ¢ mucuutamu L, .,
L,,_, Ioces kpoBu Ha MUKpodIopy pocta He nai. IIposene-
HBI TPM Kypca JIeYeHUS] aHTHOMOTUKAMH HMIMPOKOTO CIIEKTpa
NeWCTBUS, Ne3MHTOKCUKALIMOHHAS, CUMIITOMaTUYecKas Te-
pamus. COCTOSIHME VIyYIIMIOCh, OO B ITOSICHUIIE ITPeKpa-
TUIUCh, CTala CaMOCTOSATEJbHO IepenBurathes. KatamHes
B TeYeHHWe Tojla — M3penka OECToKOosAT Howoue 6011 B MO-



KIMHUYECKWA PA3BOP

SICHUYHOM 06J'IHCTI/I, JUIA KYIIMPOBAHUA KOTOPBIX ITOJIB3YETCA
OPTONECANYECKUM ITOSACOM.

Takum 06pa3oM, ccaiyHa MPaBoil CTOMBI SIBUJIACH TPUYMHOM
THOMHOTO MHGUIMPOBAHUS C Pa3BUTUEM CeIicMca B (opMe
cenrtukonueMun (popmMupoBaHue (HIerMOHBI MPaBOii TOJEHU

u ocreomuenuta L . mossonkoB ¢ aucuutamu L, ., L, ).

MoxHO MpearnoiaraTb, 4YT0 HEMAIOBAXHYIO POJib B PA3BUTUU
JAQHHOW TSDKENOW TMATONIOTMM ChITpajd TMPOTHMBOMOKA3aHHAsI
1718t 6onbHbIX TJIJL dusndeckast Harpy3ka U CHUXEHUE UMMY-
HHUTETa Ha (POHE MaJIOOETKOBOI IUETHI.
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BeneHue nauueHToB ¢ renatoneHTUKyYNAPHOM AereHepaLmeit

CrenmoBatenbHo, BeneHue manueHToB ¢ [J11 sBasgercsd cepbes-
HBbIM BBI30BOM, KOTODBI TpeOyeT OT Bpaueil 00JIbLION 3pyau-
1Y, TTOCTOSSHHOM HACTOPOXEHHOCTH TI0 OTHOUICHHUIO K BO3-
MOXKHBIM OCJOXHEHUSAM W MPUCTATLHOTO BHUMAHMS KO BCEM
HIOAHCaM B COCTOSIHUM TALIMEHTOB — JaXe TpH, Kazanoch Obl,
0J1arornoyydyHOM MHOTOJIETHEM TeYeHUH 3a001eBaHMs Ha (poHe
MPOBOAMMON Teparuu.
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