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[Ipenucnosue

Hacrosimuii cOOpHUK KIMHUYECKHUX HAOMIONEHUM BKIIOYAET
OONBHBIX € pa3HOOOpa3HOWM matojorueld. bombiioe BHUMaHUE
YAEIEHO UHPEKIMOHHOMY SHAOKAPAUTY, KOTOpPBIN
XapaKTepu3yeTcsl NaToJIOTMel U APYTUX OpPraHoB, B YAaCTHOCTHU
KpOBH (TpoMOOIUTONEHNEH), KOTopasi TpedyeT COBPEMEHHOTO
reMaToJIOTHYECKOro O0CIeIOBaHUA U MPUMEHEHHS ITOCIEIHUX
JOCTH)KEHUH Tepanuu. Y 3THX OOJNBHBIX 00pallaloT BHUMaHKUE Ha
BO3HUKHOBEHUE OCTPOr0 IOBPEXKJEHUS IOUYEK C IOBBIILICHUEM
KpEaTHHUHA, 4YTO MMEeT HeOJIaronpusTHOE IPOTHOCTUYECKOE
3Ha4YeHHE Y OOJBHBIX CEPACUHON HEAOCTATOUHOCTHIO, HO TpeOyeT
OTJEJIBHOTO PAacCMOTPEHHs NMpH HH()EKIMOHHOM 3HIOKAapAMTE.
IIpuBnekaroT BHUMaHUE ONMUCAHUSA OYEHb PEIKON IAaTOJOTUU C
MacCHBHBIM OTJIOXEHHEM B Pa3HBIX OpraHax ypaToB (mojarpa)
0e3 NpHU3HAKOB  apTPUTA,  BBIPAKECHHAS TUIOTIIMKEMHUS B
pe3ysbTaTe OIyXOJEBUAHOTO  MOPaKEHHA  IMOJKEITYJOYHOU
xKenesbl (He3uAM007IacT03) MU MYKOIOJIUCAXApUI03 € THKEIBIM
MOPaXCHUEM Pa3HBIX OPraHoOB M  IIOTBITKOM MO3IHETO
cnenuduyeckoro JedeHus HarjgazumMoM. OmmcaHust OOJBHBIX
PEBMATOJIOTHYECKON TATOJIOTHEH BKItOUaroT Oone3np CTwuia y
B3POCIBIX C JUIMTENIBHOW JIMXOPAAKOM, IICOpHA3 C apTPUTOM,
KOTOPBIM PaCLiCHUBACTCS KaK PEBMATOWJHBINA, aJIbBEOJIUT Yy
OOJNIbHOM  XPOHMYECKOW CepAeYyHOH HEeIOCTaTOYHOCTBIO C
xopomM  3(ppeKToM OT JICUCHHsS TMPETHU30JIOHOM. Psij
ONMUCAaHWH  TOCBAUIEH OOJNBHBIM C  TATOJOTHMEH  MOYeK
(KOpTHKATHHBINA MOYEYHBIN HEKpO3 c MOYEYHOH
HEJOCTATOYHOCTHIO),  IIMTOBHUJIHOM Kene3bl (C JIMXOpPaaKOM
HESICHOTO [OHAuyally MPOUCXOXKIEHHs) U KOHEYHO Ccepaua.
Ocoboe  BHMMaHue  yJAeNsI€TCAs  pa3iIMyHbIM  acleKTam
JIEKapCTBCHHOM TepanuH, NPUYEM KaK INPUMEHEHUI0 HOBBIX
JeKapCcTB NpU  TPOMOOLMTOINECHHH,  MYKOIOJIHCAXapUa03e,
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palMOHAIBHOMY  JICYEHUIO CEep/JICUHOM TMATOJIOTMH  TIpH
KOMOPOHMIHOCTH, TaK M pPa3IW4YHBIM aclieKTamM  T000YHOro
nerctBusl jexkapcTB. CyMTaeM TakKe MOJIE3HBIM IIUTHPOBAHUE
pabotel  Benukoro pycckoro xupypra Cepress CepreeBuda
Onuna, mocBaméHHOM — BblgaromeMycss — tepameBty  [LA.
3axapeuny. llenHocts BwickazbiBanuii C.C. Oguna cocrout
HE TONBKO B CBOCOOPA3HOM XapaKTEPUCTHKE pyccKoit
TepaneBTUYECKOM MIKOJIbI, HO U B OMHCAHHUU JeTale XKU3HU (B
ToM uuncie u Obita) Poccun B xonme 19 — nawame 20 BekoB ¢
MIPEACTABICHUEM Psi/ia BHIJAIONINXCS UCTOPUUECKUX JTUIHOCTEH.

Axanemuk B.C. Moucees



Poccuiickas mkoJia tepanesToB: MyapoB, 3axapbuH,
borkun, OcTpoymoB

IMpodeccop ['puropuit AHTOHOBHUY 3axapbuH OBUT OJHUM
W3 caMbIX BblIaronmxcs TtepaneBToB MockBbel  1880-1890-x
rogoB. OH um A.A. OcTpoyMOB mpeACTaBIsuId €000 |
YHUBEPCUTETCKYIO, U IPAKTUUECKYIO TEPANIUIO CTOIMIIBI, Oy1ydn
B IIOJIHOM CMBICJIE [CJIOBA] BIACTUTEISIMU OYM M XO31€BAMH B
3TOH 00ImMpHOM crieranbHOCTH. [0 cBoeMy ynenbHOMY BeCy HU
3axapsu, HU OcTpoymMOB He MoruM paBHATbC ¢ Cepreem
[TetpoBruyem BOTKHMHBIM, KOTOpPBIH, OE€3yCIIOBHO, MPEBOCXOAMI
KaXJ0ro M3 HUX B JIOOOM OTHOIIEHHH, OCOOEHHO YHCTO
HAayyHOM. OTOT BeNMYaWIIUN neTepOyprckuil KIMHUIKMCT He
TOJIKO OCTaBMUJI OOLIMPHYIO LIKOJIY M3 YMeENO I0J00paHHbIX
accucteHToB (B ToM uucine M.I1. IlaBnoBa), HO OH cMmor co3naTh
YEeTKYyl0 METOJIUKY HCCIIeOBAaTeNbCKOM paboTel B cyry0o
MIPAaKTUYECKON KIIMHUYECKON CIENUaIbHOCTH. BOTKMH HE TOJIBKO
YUMJI, PyKOBOJWII U JIEUWII, HO OH MCKaJl U HaXOAWJI HOBBIE IIyTH B
JUArHOCTHKE U Tepalluu, UMesl HE OJIHY JIMILIb CHOPOBKY B TaKHX
MOUCKaX, a IMOJUIMHHBIA, OrPOMHBIM TajaHT, Oorareiyro
0J1apeHHOCTh. BOTKMH OBLT peKkuid, KPYTHBIN CaMOPOAOK.

MockoBcKkasi ~ TepaleBTHYECKas  IIKOJa  Belach H
NOJJIEpKUBajIach MPEEMCTBEHHO C JIaBHUX MOp. 3axapbuUH ObLI
YYEHUKOM U mpeeMHUKOM OBepa, a MocieqHUN ObUT BOCIHMTAH
Matseem SIkoBimeBnueM MyApoOBBIM — yYMTEIEM FOHOTO
[Tuporosa. Mynpos ymep B 1831 rogy oT xosepsl, a BO BpeMs
Hanosneonosckoro HamectBust Ha MockBy MyapoB yBe3 U criac
OT TOKapa CBBIIIE THICAYM MOAPOOHBIX MCTOPUM OONE3HEH, KOU
OH CYHTAJ CBOMMH OCHOBHBIMH Y4eOHBIMH TOCOOMSIMH. Takum
o0pa3oM, MOXHO  CYUTaTh, YTO  spKas  MOCKOBCKas
TepaneBTUYECKas IIKOJIAa BEJIACh ¢ CAMOI'0 Hadayla CTOJIETHS.



Ho cam 3axappbuH mkonsl He ocTtaBuwi (kpome H.D.
I'omyGoBa), a Bcst oOmmpHas Iiesila MOCKOBCKHX TEpareBTOB,
KOTOPBIX s 3acTall B paciBere, Oblla Y4YeHHKamMu A.A.
OctpoymoBa. TakoBel H.J[. Turos, A.Il. Typuanunos, ®.A.
I'etse, C.[. CepeOpsikoB, [1aBinHOB 1 MHOTHE ApYyTHE.

Uro Tomy wmemano? Pasueie oOcrositenscTBa. Ilo-
BUJUMOMY, y 3axappuHa He ObUIO 0CO0Or0 BJICYCHHSA
3aHUMAaTbCA BOCIIMTAHHMEM AaCCHUCTEHTOB. XapakTep y Hero ObLI
OUYeHb TSDKENbIM, YIPIOMBIA, YTO JOJDKHO OBUIO CKOpee
OTIyrMBaTh, YeM IpUBIEKaTh acnupaHToB. Hakonen, vy
3axappuHa Obutla B MockBe OOIIMpHAs YacTHas MPaKTHKA,
IPUHOCHUBIIAsE €My OTpOMHbIE a0oxoibl. IloaTomy Tpatuth cBoe
BpeMs Ha IMOATOTOBKY JOLIEHTOB MOYKHO OBUIO JIUILIb II€HOM
COOCTBEHHBIX YOBITKOB.

Her comMHeHus, 4TO AMAarHOCT M KIMHHULIUCT OH OBbLI
Bhijatomuiicas. O  ero  MOpa3sWTENbHO  MPOHMUIIATEIBHBIX
JMAarHOCTUKAX 5 CJIBIIIAT MHOTO pa3 U OT CBOUX yuduTeNeH, U oT
CTapIIMX TOBAapHIIEH. Y MEHS €CTb [JBa M3JaHHUS €ro
«KimHnueckux JeKuuii», 0HO PyCCKOE, Ipyroe Ha aHIIUHCKOM
a3bIke. Jlaxke B ceMbe MOUX pOJUTENel s TIOMHIO paccKasbl O
BU3UTE 3axapbuHa, MpPUIJIAIIEHHOrO K 3aloyeBmield Moei
6abymke mo Mmarepu. Ho B MOHMX AETCKHX BOCIIOMHUHAHMSIX
€CTECTBEHHO YJIEPXKAJUCh HE CTOJIBKO PACCKa3bl O TOHKOCTSX
JIVAarHOCTUKU  3axapbHHA, CKOJBKO BHemHss Oytadopwus,
KOTOPOI HEMpeMEHHO OOCTaBIISIMCH €ro BU3UTHL. CTEPEOTHITHO
nepelaBajii O HUX U HECKOJIBbKO MOUX 3HAKOMBIX.

3anuck Ha mpuess npodeccopa NPOU3BOINIACE 32 MHOTO
nuer. HakanyHe BU3WTa Ha KBapTHpPy OOJIBHOTO TMPHE3KATU
ACCHUCTEHTBI, IIPU 3TOM HE CTOJBKO JAJsl TOro, 4yTOoOBl cOOpaTh
nMpeABapUTENIbHBIE  JTaHHBIE O  XoA€  Oone3Hn  (3TUM
nopoOHeimuM o0pa3oM 3aHHMANCs caM Mpodeccop), CKOIbKO
JUIsL OCMOTpa KBapTUPbI, OIbE3/1a, JIECTHUIIBI, TUIOMIA0K U T.A.
ITo yxa3aHMsIM acCHCTEHTa MOJATrOTOBIUIaCh KOMHATa, rae OyneT
OocMaTpuBaThCs OONBHOW, W Jpyras KOMHaTa, Tne mpodeccop,
cU/d OJUH, B a0OCONIOTHOM THIIMHE, OyneT oOayMbIBaTh IUIAH
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neuenus. JlaBamoch ykasaHue, 4YTO B OTy KOMHATy mJis
00lyMbIBaHHS ~ HEOOXOAUMO  OBUIO  TOCTaBUTH  KOPOOKY
MIOKOJIAAHBIX KOHGpeT «CMmechy, 00s3aTeNbHO M3 MarasuHa
«Tpam0ie» 1 HENTPEMEHHO B KPYTJIOM KOpOOKe.

O TtoMm, 4TO, eciau KBapTHpa HE B MEPBOM 3Taxke, TO Ha
IUIOINAJKaX JIECTHUIl CIIEJOBAJO 3apaHee IOCTaBUTh Kpecia,
TOE JTOJKHBI OBUTH 03a00THThCA accHCTEHTHl. Ho riaBHas ux
3a00Ta cocTosuia B TOM, 4YTOOBI 0OeCHedHWTh aOCOIIOTHYIO
TUIIMHY Ha BpeMs «OOXyMBIBaHHS» AMArfosa. Jlemo moxoamio
JI0 TOTO, YTO AK€ B COCETHHX KBAPTHUPAX MPOCWIM Ha STOT Yac
YBE3TH JIeTeil ¥ He pyOuTh Msica Ui KOTJIET OOJBIIUM HOXOM Ha
TosicToi nocke. Ho, HECMOTpsi Ha BCE MNPUHATHIE MEpHI, IIPU
«00yMbIBaHUM» O0Je3HH Moeil 0abymiku (pak MaTKu) THIIMHA
OKa3ajach HEJOCTAaTOYHOM W mpodeccop, pa3apakeHHBIH,
HOMPOCWJI TpPeKpaTuTh IIyM. Bce pgomMamiHue Tepsuluch B
JorajIkax, H00 He TOJIBKO XOJIWJIM Ha IBIITOYKAX, HO BCE MOTYAIIN
U He JBUTAUCh BO BCEH KBapTHUpe, Jake dYacbl OBbUIH
OCTaHOBJICHBI, Ma0bl MasTHUK HE THKAJ, a B CaMbIi TJIaBHBIH
MOMEHT He mociblmajcs Obl 60i yacoB. Okazajaoch, 4TO Ha
KapHHM3€ OKHA WJIM €ro HaJMYHUKE BOPOOBH IMOIHSUIM BO3HIO H
O’KUBJICHHO CTPEKOTAJU, MelIas mpodeccopy CTaBUTh JUArHO3.

Kaxxnplii BH3UT OIUIAYMBAIICS B CTO pyOsieid, o deM
aCCUCTEHThl  HpeAylpexaanu  3apaHee. Bmpouem, 3TOT
0acCHOCIIOBHBIM TOHOpap ObUT M3BECTEH Bcel MOCKBE, 4TO HE
MeIajgo  MOCKOBCKMM  KyIlaM  HamepeOod  mpuriamarh
3axapbuHa pU IEHCTBUTENBHBIX WM BBIMBIIUICHHBIX OOJE3HSIX,
4yToObl 3aTeM XBacTaTb JApYyr IHepel JApPYroOM CBOUMH
BO3MOKHOCTSIMH U «ILIMPOKON HATYpPON».

Cro pyOneit B Te TOoAbl OBUIM JAEHBIM TPOMAIHBIE.
HanowmHto, 9TO MecsiaHOE KalOBaHWE Bpaya B 3eMCKON OOJIbHUIIE
obu10 75 pybneit (mo 125 pyOieii 3a BHICIYTY JIET), @ OPAMHATOPHI
rOpOJICKUX 0O0JbHUIl B MOCKBE TOJTy4asn skajioBanue 33 pyOrs B
mecsi. [ToHATHO Takke, 4TO KIMEHTypa 3axapbHHA COCTOsIA U3
OJTHUX JIMIIb OOTATBIX JIIOACH: KyMIOB, (haOpUKaHTOB, MIPHUEIKUX
MIOMEIINKOB, a TaKXKe OaHKHUPOB U OUPIKEBUKOB.

10
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Ho oxgnaxxap! k 3axapbuHy 0OpaTHiICs AJIs JeUeHHs Bpad,
3a00neBImMil ~ TyOepKyJe30M  JIETKUX, W  IMPUEXABIIHI
IIOCOBETOBATbCSI C MOCKOBCKOW 3HAMEHHUTOCTBIO M3 JaJIEKOH
Cubupu. 3axapblH 0TKa3all EMy B KOHCYJIbTAllUH, 3aBUBILH, YTO
¢ Bpaua eMy OpaTh JIeHbI'M HEYJJOOHO, a OECIUIaATHO OH HUKOT'O He
JICYUT NPUHLIHUIHAIBHO.

CamMoe 3ameuaTesbHOE, YTO CAejal 3axapbUH Ha CBOEH
ycaap0e, 3TO — MJIaHUpPOBKAa M Tocajka mapka. 1 peako ero
BCTpEYaJl CTOJIb MHTEPECHO 3aJyMaHHbII M Tak Ojecramie
BBITIOJIHEHHBIN T1aH. KO BpeMeHu Moero mpueszia mapky ObLIo
okou1o 40 neT, T.e. AepEeBbs JOCTUIIIN MOYTH MOJHOTO POCTA.

3axapbuH, TMO-BUIUMOMY, O00OKal CBOM  MOJIOAbIC
MOCAaJKU U CTporo Oeper uX OT NOBpexAeHu. ['puropuit
AHTOHOBHY 0OJI€Nl WIIMACOM, a MOTOMY XOAWJ, YIHUPAasCh Ha
NAJKy C PE3MHOBBIM HAaKOHEYHHUKOM. COXpaHMINCHh pPacCKasbl,
YTO OH HE pa3 MyCKall B XOJ1 3Ty MaJKy, Pa3rHEBABIINCH HA JABYX
CBOMX 3SThEB 3a TO, YTO T€ IMO3BOJUIA cede cpe3aTh XJBICTHK
WIM BETOYKY M3 MOCAKEHHOro mapka. Tak e J0CTaBajoch U
KYPKMHCKUM KpPECTbSIHAM M KPECThSIHKAM, €CIIM B MOJIOJIOM MapK
3a0pener KOpoBa WM JIOHIaJb; O TaKUX CIy4asX MHE
pacckasplBalM CaMu MOCTPAJABIINE — KYPKUHCKHE CTAPOKHIIBI.
Ho mnepenaBanmu, 4To TOT € 3aXapbUHCKUN KOCTBUIb H3pEaKa
oOpaimancst Aake MPOTUB MPOBUHUBIIUXCS ACCUCTEHTOB B IBLTY
ocoboro rmpodeccopcKoro rHeBa.

Cyposblit yenoBek Obl1 ['puropuit Antonosuu. [laxke ero
»keHa Exarepuna [lerpoBHa qo/mKHA ObLIA HIETUKOM MOAUYUHSTHCS
HEKOTOPBIM €ro MnpuyyaaM M BblIyMKaMm. Kak ynoMuHanaocsh,
3axapblH HUKOT/AA HE €3/1UJ1 II0E3/10M JKEJIE3HOM JOPOrH, XOTs OT
CTaHIMK XHUMKH JI0 €r0 ycaJapObl ObUIO BCEro YeThIPEe BEPCTHI.
CBou nepee3npl Ha jowmaau crojaa B KypkuHo oH coBepian HE B
Kapere M He B NapHOM JIAaHJ0, & B IMPOCTOM H3BO3UMYbEH
IIPOJIETKE, KYIUIEHHON B MOCKBe.

OObruan B cembe I'puropusi AHTOHOBHYA OBUTH CTpPOTHE,
«omoctpoeBckue». Korga 3axapbuH ye3xan B MocCkBy, TO
Ekarepuna [lerpoBHa He nMena mmpaBa MPOBOKATh €T0 B 3aJI€ WU
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Ha KpbUIblle NapaaHoro noxawseszna. Ho oHa cMoTpena Ha ero
OTBHE3]] U3 OKHA BTOPOTO ATaXa U YKPAAKOHN JIOJIT0 KPECTHIIA €ro
BCJIE]| Ye3KaBLICH IPOJIETKE.

Eme kypne3Hee BbITIAAENO, ecid U cama EkarepuHa
[TerpoBHa nomxna Obla exath B MockBy. TpeGoBaHus yecT He
JIOIyCKaJll TOro, YTOOBI CyIpyra «caMmoro 3axapbuHa» exaina
WHAYe, KaK B COOCTBEHHOW KOISCKE-TaH/IO0, «IapOid, B ABIILION.
Tak w mnocrynanu. ['puropuii AHTOHOBHMY €Xal B CBOEH
U3BOIIMYbEH MposieTKe Brepenu, a Exarepuna IlerpoBHa B
KOJIACKE MapoM, pOBHO B COpPOKA IIAarax C3aJu Hero. JIMCTaHLHIO
MPUKA3bIBANIOCH COONIOAATh CTpOXKAMIIUM o0pazoM, MO0 ecnu
KoJsicka exaina Ommke, To 3axapbuH Oosuics, Kak Obl eMy He
BbEXAIM C3aJM JABIIUIOM; €CJIM € KOJsICKa OTCTaBajia, ToO
3axapbUH MOT Ha4aTh OECITOKOUTHCSA

Otnmpixas y cebss B ycansbe, ['puropuii AHTOHOBHY,
pa3yMeercs, HE TOJbKO HE 3aHUMAJICA JICYEHUEM COCEIHUX
KYPKHHCKUX KPECTbSIH, HO Ja)K€ U CBOM JIOMAlIHUE, B YACTHOCTH
Ipuciayra, TOXE HE MOIJIM pPACCUUTHIBATh Ha JieuyeOHbIE
Ha3HA4YEHMsI OT camMoro xo3sauHa. OJHAKO CIy4YuIOCh, YTO OJIHA
U3 caMmblX JIIOOMMBIX TOpHMYHBIX Ekarepunsl [leTpoBHBI
JIOBOJIBHO Cephe3Ho 3aboyiela U TO U JEN0 BBIHYXKIEHa Oblia
JOXKUTBCS B mocTedb. [lonb3ysch XOpPOIIMM pacIoyIOKEHUEM
I'puropuss AntoHoBuua, Exarepuna IlerpoBHa pasza Tpu
oOpamianach K MyXy C TMPOCBOOM TIOJICUUTh €€ JOOUMYIO
CIY’KaHKy. 3aXapbuH KaXIbld pa3 Ha3Hayal KaKUe-TO MUKCTYPBI
WIM PACTUpaHMS U JaKe HE MHTEPECOBAJICS PE3YyJbTAaTOM 3TOTO
JIeYEHUSI.

Bunsa, uro nesymke Bce Xyxke, Exarepuna IletpoBHa
MOCOBETOBaNa e cxoauTh B HUKOIbCKYI0 OONMBHUIYY M Aana e
MACBMO K JOKTOpPY — Anekcero BacunbeBuuy MBaHOBY, KOTOPOTO
HEMHOro 3Hana. [lomydynB nmucbMO OT K€HbI 3axapbHHa, CBOETO
YUHATENA, Aunekcen BacunbseBuy, KpoMe MPUATHOTO
CaMOYI0BJIETBOPEHMUS, MMOYYBCTBOBAJ u cyryOyto
OTBETCTBEHHOCTh: KaK Obl HE MONAacTh BIIPOCaK. A MO3TOMY OH U
TOPHUYHOM CKa3aJl Ha CJIOBaX, U B OTBETHOM 3aIlMCKE Hamucai
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Exarepune IletpoBHe, uro, ecnu cam ['puropuii AHTOHOBUY HE
CMOI' IOMOYb OJHUMHU aMOYJaTOPHBIMU COBETaMH, TO €My caM
bor Benen moyioxuTh NEBYWMIKY B OOJBHMILY IS MPOU3BOJCTBA
aHaJM30B M TIIATEJIBHOM 3amucu Temieparypsl. Yepe3 AeHb
ropunyHas Tans nerna B Hukonbckyro OONBHUILY, a YyTh JIM HE
NEPBBIA JKE€ aHAJIW3 KPOBU Jajl BIIOJHE YETKUE YKa3aHHsA Ha
Masiputo. [locraHOBKa BIIOJHE TOYHOIO JAMArHoO3a Masspuu
IIOYTH TAPAaHTUPOBAJIA YCIEX, €CIM XOPOIIEHBKO YTOYHUTh CPOKHU
IPUCTYNIOB W  Ha3HaueHuss xuHUHA. [losToMy Anekcei
BacwibeBnu otmyctun TaHro 10MoOM, HamucaBld Exatepune
[TetpoBHe B camoilf moutuTenbHOH (Qopme, yTO OH Oepetcs
BBUICUUTh €€ TOPHUYHYIO C TIIOJJHOM TapaHTHEH, €ClIu €€
MOMECTHUTb K HEMY B OOJIbHMILY HEJeJI Ha MOJITOphI-ABe. Tak Bce
U clenany, U OOJIbLINE J103bl XMHUHA, IPUHSITHIE CBOEBPEMEHHO,
BbUICYWIN TaHIO COBEPILIEHHO.

[Ipouuio MHOTO BpemeHH, u I'puropuii AHTOHOBHY, TO JIU
BCIIOMHHMB CBOM PELIENTHI, TO JIK BUJSA KaK paclBela FOpHUYHAs,
KaK-TO CIPOCHJI €€ O 3JI0pOBbE, OyJy4ud yBEpEH, YTO MOMOIJIO
uMeHHO ero Jedenue. [lokpacnena nu dpesmepHo Tand, unm
3axappMH  TOCTaBWJI €€ B  OE3BBIXOJHOE  IIOJIOKEHUE
JOTIOJIHUTEIbHBIMA ~ BOIIPOCAMH, TOJBKO CaMOW € WIH
BbI3BaHHOW Exkarepune IlerpoBHE NpUINIOCHE YUCTOCEPIECYHO
«mokasThes». Peakuus Obula He HeoxugaHHas: [ 'puropuii
AHTOHOBHY TPHUIIET B BOCTOPI OT TAKTHUKM M YCIIeXa CBOETO
OBbIBIIErO y4YE€HUKAa M 3asBWJI, YTO NpH CIEIYIOLIed Moe3ake B
MockBy, npoe3noM MumMo HHKOIBCKON OONBHMIIBI, OH CIEJAeT
BU3UT AOKTOpY MBaHOBY. OH 3TO NEWCTBUTENBHO CHAENAN U, HE
3acTaB JIOKTOpa B OOJIbHUIIE, OCTaBUJI CBOIO BUSUTHYIO KapTOUKY,
OTOTHYBILH OJUH U3 YIJIOB €€, KaK I10J1arajoch.

JIMYHBIN BU3UT 3HAMEHUTOTO 3axXapbUHA B 3HAK MOYTECHUS
32 TIOJIy4EeHHBIH Yycmex JedeHus ObUT OrpOMHON  YeCTbhIO
MOJIOJIOMY 3€MCKOMY Bpady OT €ro y4uress. AJekcei
BacunbeBud B qyme ObUT MONBIIEH B BHICIICH Mepe; OH caM MHe
9TO pacckassiBasl. Ho kak pa3 mepex Tem Ciydniiach MCTOPHS C
TyOepKyJIe3HbIM BpayoM, mpuexaBmuMm u3 Cubupu, u peakuus
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CTYJICHTOB, COOpABIINX MEIMIOK MEAHBIX jaeHer. Mms 3axapbuHa
OBLJI0O OYeHb 3alsATHAHO, W Alekceil BacwibeBud Tepsuics B
JIOTaJIKaxX, Kak €My MOCTYIUTh: 3JIEMEHTAPHBIN JOJT BEKIUBOCTH
TpeOOBaJI OTBETHOTO BH3UTa, a OOIIECTBEHHOE MHEHHUE,
BO30YKJIEHHOE TPOTHB 3axapbUHA, JTUKTOBAJIO OTOPOCHUTH
MpaBUjIa JUYHOW YYTUBOCTH U PYKOBOJCTBOBATHCS MPUTOBOPOM
MEPEIOBBIX KPYTOB OOIIECTBA U CTYICHTOB.

Anekcelt BacuibeBHY BOCHOJNB30BANCA — OirKalIuM
YE3HBIM 36MCKUM cOOpaHHeM, 4TOOBI TOJTYYUTh COBET JIPYTUX
3eMCKHX Bpaued MockoBckoro yesga. Ho yauBuTensHbIM
o0pa3oM M MHEHHUS [PYTUX Bpadel MOJEIHIUCh TMOPOBHY:
CKOJIKO M3 HUX BBICKA3aJIOCh PEIIUTEIHLHO B TOJB3Y OTBETHOTO
BU3HTA TUYHON BEKJIMBOCTH, POBHO CTOJBKO K€ CUUTANO0 OOUKOT
HEOOXOAMMBIM M CTIPABEIJTUBBIM.

Xots, TakuMm oOpa3om, y Ajekces BacunbeBuya ObLia
MoJIHasi CcBOOOJA JEMCTBUIM, HECMOTPS Ha TO, YTO B TIyOWHE
OyIId caM OH YyBCTBOBAJ, YTO «YECTh Jydlle OECUecThbs», T.C.
YTO Jy4llle OTAaTh BH3UT, - OH 3TOTO HE CAeNall. 3axapbuH ObLI
cTpamHO ockopOieH, B yeMm Auekcess BacunbeBrnua MHOTO pa3
nonpekana Exarepuna IlerpoBHa, Korja 1mocie CMeEpTH
3axapbMHa OH 4YacTo e3qwl K HUM B KypkuHO Habmonate u
JEYUTh  €AUHCTBEHHOTO chbiHAa  3axapebunbix —  Cepres
['puropneBuya, 60JIEBIIETO MOYKAMH.

Hymaro, uro Anekceil BacwibeBUY NOCTYyNWJI TaK U3
OCTOPOXHOCTH, U0O B T€ TOIbl TpeOOBaHMS BpAaueOHOW ATHKHU
ObUIM OYEHb CTPOTH, a B CPE/I€ 3€MCKUX BpaueH 3a 3TUM CJEIAUIN
cyry6o BHUMaTenbHO. JlymMaTh OBUIO HEBO3MOXKHO «CECTh Ha
’)KUBOE MECTO» WJIM MECTO, HaXOIUBIIEECs IMOJ OOIICCTBEHHBIM
OOMKOTOM BCJEICTBUE TOTO, YTO MPEKHUN PAOOTHUK ObUT CHAT
MOJIMIIMEN WM pacropsbkeHreMm rybepHatopa, u T.1. Bymyas
oO1iecTBEeHHAs Kapbepa TaKoro JUIla rudia HEMoMPaBUMO.

Ho x 3eMckum Bpadam s enie BepHych HUXKe. Tenepp ke
OMHMINy TpPOUCIIeCTBUE ¢ moe3nkod 3axapsuHa B IlerepOypr
BcencTBUe Oone3nu maps, Anekcanapa [II. Ognaxns! B ycans0y
3axappUHa  Ipuexal  aabIOTAHT  MOCKOBCKOTO  TIe€Hepal-
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ry0epHatopa ¥ TMOTpeOOBas, dYTOOBI O HEM HEMEIJICHHO
nonoxunn  «Ero IlpeBocxomutenscTBY, mpodeccopy». Jlakeit
JI0JIOKUJ 3axapbuHy, KOTOpbI oTBeTHI: «He Benuka nepcona —
MOJIKOBHMK; MOXKET U 000kaatk. [lycts moOyner B 3ane». Tak u
OpOTOMMII OH OoJiee Yaca aJbIOTaHTa, KOTOPbIM B3BOJHOBAHHO
XOJMJI TIO 3ajie, CJIerKa M03BaHUBAas IIOPaMH U KOJICOTIOIMMHUCS
akcenpbOaHTaMU.

Hakonen, 3axappuH BbIIEN K aIbIOTAHTY B KOMHAaTHOM
Xajare M CyXO CHpPOCHJI, 4YTO eMy HaxoOHO. AJIBIOTaHT,
BBITSIHYBILUChH KaK IMEpe] BBICIIMM HAdyajJbCTBOM, JIOJIOKWII, YTO
noiyyeHa tenerpamma u3 IlerepOypra, B KoTOpoil cooOmianocs,
yro 3abonen Ero Wmmneparopckoe BenunuectBo ['ocynaps
HWmneparop W 4TO [ MONb30BaHWs ero BenuuecTtsa
HEOOXOIMMO CpPOYHO MPHINIACUTH Tpodeccopa 3axappuHa W3
Mocksbl.  [lepenaBmn  mopydeHue  reHepan-rybepHaropa,
aJbIOTAaHT TPUCOBOKYMMJI, YTO SKCTPEHHBIN MOE3] YK€ INOJaH
Ui npodeccopa Ha CTaHIMIO XUMKU W 4TO Ui Iepees3lia Ha
CTaHIMIO ClOAAa, K JOMy IojJjaHa TryOepHaTopckas Tpoiika
nomaneil. Ha mnocnenHee cooOuieHune aaploTaHTa 3axapbuH
*KemuyHo oTBeTwi: «Eme orpomsce He e3aun s B UyXKHX
yhOpsDKKax». YK Kak-HUOyIb 100epych Ha CBOEH JIOIIAN», - Ha
YTO aJbIOTAHTY HE OCTABAJIOCh HUUYETO JPYIroro, Kak BEIMOJIBUTH:
«CIymaroce-c», 1 IENKHYTh KabJIyKaMu CO IIIOpaMH.

B Xumkax NedCTBUTENBHO yXKe O0XHAajdl 0COObI Moe3n:
JIBa IapOB03a ¥ OJJUH CAJIOH-BArOH, KyJa U Boulea 3axapbuH. s
YCTpaHEHUsI BO3MOXKHBIX  3aJ€pKeK OBLJI0  OCTAaHOBJIEHO
JIBIDKEHUE BCEX OCTaJIbHBIX 1M0e3/10B 0T Mockssl 10 [letepOypra,
a JIBa MapoBO3a MYalM BaroH C TAaKOM CKOPOCTHIO, YTO uepe3
BOCEMb 4acOB OH ObL1 yke AocTaiieH B [letepOypr.
3axapbuH, OOSBIIUICS W HUKOT/Ia HE €3/IUBIIHNHA Jake OOBIYHBIMHU
noes3laMi, B TEYEHHE BCEX OTHX 4YacOB UYyBCTBOBal ceOs,
BEPOSITHO, TOTHUOIIMM, HO HH TPEANPUHATH [4TO-THOO0], HH
IIPOTECTOBATh HE MOT. M TOJBKO BBINAS HAa TBEPAYIO 3EMIIIO B
[TerepOypre, OH cMOr BeCh MEPESKHUTHIH CTpax OOPaTUTH B
HETOZI0OBAHUE U SIPOCTD.
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Ilepeezn or MOCKOBCKOro BOK3aja B  KOJISICKE
COBEpIIMICA OY€Hb OBICTPO, MO0 IAph HAXOJWICS B AHUYKOBOM
JIBOpIIE, T.€. TYT ke psiioM, Ha HeBckom mpocnekre. U 3axapbun
BOILIEJI B CHAJIHIO UMIIEpaTOpa XOTs U BO (pake, U cO 3BE3/0H,
HO 0OYTBIM B 3€JICHBIC ILTIOMIEBbIC CAMIOKKU U ONMUPAICh HA CBOIO
NaJIKy C PE3UNHOBBIM HAKOHEYHHUKOM.

C TOukM 3peHHMs NPUIABOPHOTO OSTHUKETa 3TO OBLIO
HETO3BOJIUTENIBHON JIeP30CThIO: SABJIATHCA K L[apl0 ¢ MAaJKOW U B
JOMAIIHUX  Temnslx Typmsax. WM xors To u  ;pyroe
00yCJIOBIMBAJIOCH MIIMACOM 3axapbMHAa, TEM HE MeHee
HOCJEeIHUM B pyroe Bpemsi cMor Obl 00OMTHUCH 0€3 KOCTBUIS U
MSATKHX Call0o)keK, KaK TO OH JieJall J0BOJIbHO YacTo B MocCKBe.
Korna on Bomen K 1apro u 1es oT JABEPH K MOCTENH Yepe3 BCIO
KOMHAaTy, TO OCTAHOBUBUIAsCS B JBEpsAX uMIeparpuna Mapus
denopoBHa cpa3y YJIOBWIA, KaKk Lapb CMOTPUT HE B JIMILO
WIYIIETO0 K HeMy mpodeccopa, a TO Ha TajKy, TO Ha 3eJICHbIC
IUTIOLIEBBIE CAMOXXKH, M IO BBIPAKEHHUIO JIMIA CBOETO MYy’Ka
NOHsIa, 4YTo  «ObIThb Oenme». Torma, s MNperoOTBpALLEHUS
CKaH/ajia OHa IPOMKO BocKJIMKHYJa: «C’est moi, ¢’est moi qui lui
a permisy [Ppp. «DOT0 s, 3TO S eMmy TO3BOIWIA»| W Tpo3a
MHUHOBAJIA.

BoicinymaB O0JIBHOTO M IOCTaBHB JIMAarHO3 BOCHAJICHUS
JIETKOT0, 3axapbUH aBTOPUTETHO 3asBHJ, YTO, BO-NEPBBIX, Ta
KOMHaTa, B KOTOPOH HaXOAWJICS Lapb, HE TOJUTCS AJIsl JIETOUHOTO
OOJIBHOTO M, OCMOTPEBIIM BCE MOMELICHHs AHHYKOBA JIBOPIA,
noTpedoBaj NepeBecTy Lapsl Ky1a-To Ha aHTPECoIH, Kyaa Mapus
denopoBHa OHKHA ObLIA MPOHUKATH YyTh JIM HE 10 BUHTOBOM
nectHule. Bo-BTophIX, 3axapbUH 3asBUJI, UYTO OH HE JIOBEPSIET HU
OJIHOW MeTepOyprckoi anTeke M 4TO JIEKapCTBO JJIS Laps Halo
€KETHEBHO MIPUBO3UTH U3 MOCKBBI, U UTO JIEKapCTBA 3TU OH Cam
Oyner mpoboBath. Tak Bce M OBUIO BBINOJIHEHO; U OTBap
HANEPCTSHKH BO3WIM KaXABIH JeHb W3 MOCKBBI C 0COOBIM
dbenbaverepem.

UYepes Tpu nOHA Temmeparypa CTajlla HOPMaJIbHOM, YTO
JaBaJlo  MOBOJBI /S HMPOHUYECKMX 3aMEeYaHHMM MHOTHMX
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3aBHCTHHUKOB 3axapbuHa, CTABUBIIUX I10J] COMHEHbE AMATHO3
BOCaieHUs1 Jierkux. Tak, Hanpumep, OCTpoyMOB, uHTas
CTyJIEHTaM JIEKIUH B YHHMBEPCUTETE 110 MOBOAY ITHEBMOHM,
NOJYEPKUBAJI, YTO 3TO — OOJE3Hb TsXKeNas U JUIMTENbHAs, NPU
KOTOPO# BBICOKAs TeMIieparypa OOBIYHO JEPKUTCS B TEUEHHUE
IIOJIyTOpa-ABYyX Henenb. «CilydaeTcss — MpOJ0JDKaNl OH, — YTO BCS
Oosie3Hb 3aKaH4MBaeTCsl B TpHU AHA. Ho 31O ObIBaer sumsb y
CaMbIX BBICOKOIOCTABJICHHBIX 0CO0 M IpPU CamMOM YMEIOM
nedyeHnu. Ho u Toraa HEBONbHO BO3HUKAET COMHEHUE B TOUHOCTHU
JNarHo3a.

Bropoit pa3 Bocnanenue nerkux y Anekcanzapa Il
ciyywioch B benoBexxckod mymie. 3axapbUH IpHexai, Korja
Lapb yK€ IOMNpPAaBJUICA U CHIET Ha Teppace OXOTHUYBETO AOMa
co IWTO(POM BOJKU. YBUIEB 3TO, 3aXapbUH BOCKIUKHYI: «Bame
BemuuectBo! Jla xto xe Bam 310 mo3Bonun?» Ha yto mape c
XOXOTOM OTBeTWI: «OT0 xenaercss no VIMeHHOMy mnpukasy
camoro Mmmneparopa». TperTbs, 3aKiItOYUTENbHAs ITHEBMOHUS Y
Anekcanapa Il cnmyunnace B JIuBaguiickom nBopiie B Kpeimy.

[TocTpouts GonbHMIY B CBOEH JI0OMMOI ycanbbe cpenu
POCKOLIHOTO Mapka caMoMmy ['puroputo AHTOHOBHYY, BEPOSITHO,
Jlaxke B TOJIOBY He mpuxowio. Kpome nByX 3aMy’KHHX JOUYEPEH,
y 3axappuHBIX ObUI 000XKaeMbId ChIH; €My M JOJDKHa ObLia
Joctatbes ycaapba 1o HacienctBy. Ho celH  3TOT  OBLI
Oe3HaznexkHO OOJIEH, U ero Martb, BaoBa ['puropuss AHTOHOBHUA,
3aBellaja KanuTaja Ha MOCTPOMKY M coAep)kaHue OOJIbHUIIBI €ro
UMEHHU.

Cepreto ['puropbeBudy ObIJIO OKOJIO ABAILATH JIET, KOTAA
TSOKENbI JIByCTOPOHHUN He(pUT (Tak Ha3bIBa€Mble IECTphIC
MOYKHU) BBISIBWICS C MOJHOH HECOMHEHHOCTHIO, OOpeKasl ero Ha
MEJIEHHY10, HO HeusOexHyro rubens. Exarepuna IletpoBHa
Obula B OTYasiHUM [OT MEPCHEKTHBBI| MOTEPATh €IUHCTBEHHOTO
B3POCJIOrO ChblHA M 4YacTO BBI3BIBAJIA JIYYIINX MOCKOBCKUX
TepaneBToB. Korna onu xuinu B KypkuHe, To B KauecTBe Bpayda
YacTeHbKO mpuriamancs Amnekced BacunbeBnu lBaHoB wu3
cocenueri HukonbCckoi O0NbHHULIBL.
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Ilocnenuuii  pacckazalm MHE  CIEQYIOUIUMH  3IU307,
CBUJETEIEM M YYaCTHUKOM KoToporo oH Obul. Kak-To pa3
Exarepuna IlerpoBHa B pasroBope ¢ AsekceeM BacuibeBuuem
IIPOSIBUJIA OTYAssHHE W HEJOBOJIBCTBO IPOBOAMBIINMMCA A0 CHX
nop JseuyeHueM u pexkumoM. Ha 310 Anekceit BacuibeBuu
OTBETWJI €l  MNpemIokKEeHHWeM  MpUrjiIacuTe  mnpodeccopa
OctpoymoBa. Exarepuna IlerpoBHa BbIpasuia yAUBIECHHE U
COMHEHHE B TOTOBHOCTU IIOCETUTh JOM, IZA€ C IOKOWHBIM
XO03MHOM B TOcJenHue roapl y OCTpoyMOBa OTHOUICHUSI OBLIH
HaTSHYThIMU. AJsiekceil BacuiibeBUY AaBajl MOJHYK TapaHTHIO,
4yTr0o OCTPOYMOB NpHENET, U Opalics caM NepeaaTh NpUriameHue.

Opnako 310 mpemtoxkenne Asekces BacuibeBuda OBLIO
IIPUHATO OYEHb CHECPXKAHO OCTAJIBHBIMM BpadyaMH, BUIHBIMU
MOCKOBCKMMH T€parneBTaMH, KOTOPbIE ONacaluch KakoW-HUOYIb
PE3KOM BBIXOJKH, 4TO ¢ OCTpOYMOBBIM citydanock. «Bam-To uto
— ropopwin oHM Anekcero BacunbeBnuy. — Bel 1 MOnoabl, U B
OonbHune Bameil HUKTO He OOpaTUT BHUMaHMA. A BOT HaM-TO
KAKOBO Ha CTapOCTH JIET U JIIOASAM C IIOJIOKEHUEM «IypakKa
CKyLIAaTb» ¥ IPUTOM CMOJYATh!»

[MpemuyBcTBHe X He 0oOMaHyno. OCTpOyMOB MpHuexal,
O’KMBJICHHBIA M KaK CTapblii 3HAKOMBIN MTOYTUTEJIBHO TOLEI0BAI
pyky Exarepunsl IletpoBHsl. TepaneBThl B CrOpTyKax, a Ajlekcei
BacunbeBnu B mumkake mHoBepx pyOaxu-KOCOBOPOTKM YHHHO
BBICTPOWJINCH B 3asie. PaccnpamuBaTe Bpauel ObLIO MMOYTH HE O
yeM, u00 e3muBmMi nmpuriamare OcTpoymMoBa  Anekceif
BacunbeBud eMy yke Bce MOAPOOHO 00K PaHbIIE.

I'maBHast cueHa paspiIrpajach B KOMHATe OOJBHOTO.
OcTpoymoB BomIen Ty1a OOAPBIMU IIaraMH U, YBUIEB JIEKAIIETO
B nocrenu cpeau noxymek Ceprest I'puropbeBuda, KOTOPOro OH
XOpOLIO NOMHWJI €HI€ MAJIbYMKOM, OKHMBJICHHO IPHBETCTBOBAJ
ero BosrinacoM: «Cepexa, MUJIBIH, Kak g paj Te0s BuueTh!» Tot
OTBETWJI Ha IPUBETCTBHE M JKOAI OCMOTpa W Ha3HA4YCHUM.
OcTpoyMOB UId BUIMMOCTH IOCIYIIAJ], IMOCTyKajd M IOLLyNall
0onbHOrO U BIAPYr copocuit: «Yero ke 3TO Thl yJjercs B
nocrens?» TOT HEAOYMEHHO OIVISIAEN MOJIYaIMBO CTOSIBIIMX
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0OJAJIb JIOKTOPOB U CMYILIEHHO OTBETWIJ, IOKa3blBas Ha HHUX:
«Bot, oHM mpuKa3anu B KpOBaTH JekaTb». «/Jla 4To *ke Thl HX,
nypakoB, ciymaems? OHM TeOs B MOCTENM Ja TUETOH BOBCE
ymopst!» W, NOBEepHYBIIUCh B Kpecie, TI'POMKO KpUKHYJI:
«Huxkutal» A xorjga ToT4ac k€ B KOMHATy BOILIEJ 3aXapbUHCKUMN
KamepauHep, OCTpPOYXOB BJIACTHO IIPHUKa3ajl OTOPOIEBIIEMY
nakero: «XuBo, Hecu Bce MOJIOIOMY OapHHY OJEThCSl K CTOIY.
OH co BceMu HaMu 00e1aTh OyAeT».

Korna onum Bbmumm B 3ay, OcTpoyMOB 3asBHJI Bpadyam
COBEPLIEHHO TBep10: «BbuieunTs 0T 3TOM 60s1€3HU Henb3st. Ho u3
3TOro He cienyer, 4ro 20-JeTHEMY 4YelOBEKY Hal0 HCIOPTUTH
OCTaBILIMICS CPOK KM3HU MOCTEIbHBIM PEXHUMOM WM CTPOroi
nueroil. Hao0opoT, mycTh KHUBET Kak MOKHO IOJIHEE, HEB3Upast
Ha TO, YTO OT JTOTO COJEpKaHWE Oellka B MOYE 3HAYUTEIHHO
HOBBICUTCS.

Ho no ypemum Obuio eme [ganeko, a JKUTh CTallo
BO3MOYKHBIM COBCEM He M10X0. JlocTaTouHo cka3aTb, 4yTo Cepreit
['puropreBud IpEIITPUHSLT oOumpHoe 3arpaHuyHOe
nyremiectBue. bein B Aipkupe, rae 3a6onen OprolIHbIM TUHOM U
6maromnonyuno nepenec ero. B Benenuu u B Ilapmwke oH mmen
POMaHTHYECKHE TOXOXKICHUS W TMOXWJI BechbMa IMIUPOKO. A
BEpPHYBIIUCH B MOCKBY, OH CMOT NPOKUTH €IlI€ ABa roja, IpuieM
U TYT HEe 0001LIOCH 0€3 MPUKITIOYSHHIA.

Ecmu crapenii 3axappuHCKHNA 10M ObUT 0€3 HamoOHOCTH
pa3o0paH M cloXeH OpeBHaMM, TO HOBas OOJIbHUIIA M BCE
CIIy’eOHblE KOpIyca CTOSJIM TOJUIMHHBIM apXUTEKTYPHBIM
YKpalleHHeM JUBHOrO Napka. boIbHMIly 3Ty A0 CHX MOpP MOXHO
MIPUHUMATH 32 OTJIMYHBIA 0Opasell.

3anaua 9TOM OOJIbHULIBI Obu1a OKa3bIBaTh
BBICOKOKBTM()UITMPOBAHHYIO TIOMOIIb OKPECTHBIM JKUTEISM |
NPUHUMATh JJIS CJIOKHBIX XMUPYPIHYECKHX OINEpaliil MalleHTOB
U3 COCEIHMX 3EMCKHX OOJBHHI, TIe omepanud b0 He
IPOM3BOJIMIINCH BOBCE, JTUOO HE BBIXOJMIIM 3a MpEJesbl «Maloi
xupyprun». B camom gene, ycagp6a 3axapbUHBIX HaXOAWJIACh B
LIEHTpe Kak Obl HAPOYHO BBICTPOEHHOro Kpyra: A0 Hukonbckoii
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OONBHUIIBI OBLJIO YeThIpe BEPCTHI; 10 XOBPHUHCKOH — CEeMb; 10
UepHOrpsskckod NeBATh, 10 MapbHHO-3HAMEHCKOW — CEMb; 0
TymmHcKON — 1sTh; 10 OonpHULBEI Npu (pabpuke I[lomskoBa —
yeTblpe. Bpaun kaxaod u3 3TuX OOJNBHUI[ MOIJIM HAIpPAaBIATH
«TpyIHBIE cIyyaw» B HOBYIO OonbHuily wuMeHu Cepres
I'puropreBuya 3axapbuHa, TA€ TNEPBOKIACCHASA OIEpalMOHHAsS
uMella BCE CaMble COBEPIICHHBIC MPUCIOCOOTICHHUS IS
OCBEIIECHUS, CTEPUIM3ALMU, 000TpeBaHMs U T.I. U IZie JOJIKHBI
ObUIN JKUTh U pabOTaTh CIIEIUATMCTHI BBICOKOTO Kiacca.

TakoBbl OBTM  OCHOBHBIE TOXenaHUs EkarepuHsr
IletpoBHBI 3axapbHHOIl B €€ AyXOBHOM 3aBelllaHuM. B umncie
HAaMEYEHHBIX €10 JYIICTPUKA3UYUKOB MpPEANoyaraics U JTOKTOp
Anekceil BacunbeBnu HBanHoB, Kk KotopoMmy Exarepuna
[letpoBHa OTHOCWJIaCh C TOJHBIM JOBEpPUEM U KOTOPOMY OHa
JTABHO NpOCTHIa OOWIY HEOTAAHHOTO BH3MTA €€ IOKOWHOMY

MYXKY...

N3 xaurn C.C. IOanua «BocromuHanusgy. — M.: U3naTenbCckuii
nom TOHYY, 2012:50-65.
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Koppekuusi TpaH3UTOPHOI TMIIOTOHMUA U HOYHOM
THNEPTOHUM y MAIHEHTA PEBMATOMJIHBIM apTPUTOM,
NCOPUA30M, aTEPOCKJIEPO30M, CAXaAPHBIM AUA0ETOM H

TSKEIBIMY JIEKAPCTBEHHBIMU PeaKIUAMM

A.A. banamoga, ctyn. M.IO. Bonkos, C.B. BueBanbae

AprepualibHas TUTIOTOHMS SIBIISIETCSI BOKHOM
KITMHUYECKON M METUKO-COIMAILHOM MPOOIeMOoi, B 0COOCHHOCTH
y JIIomed TOXWIOTO Bo3pacTa. Onu3oabl mageHus AJ[ y
MAalUEHTOB C CEPAEYHO-COCYAMCTOM MAaTOJOTHEH HE TOJIBKO
3HAUUTEIbHO  YXYIIIAlOT KAa4ecTBO MX JKU3HH, HO U
aCCOLIMMPYETCS C TOBBIIICHHBIM PUCKOM pPa3BUTHUS CEPAECYHO-
COCyOHMCTHIX  ocnoxHeHud.  Cnekrp  auddepeHInamIbHON
JMarHOCTUKU oproctaTnueckoid runotonuu (OI') moctarouno
IIMPOK.

Yacrora roCHUTaIU3aINM, CBSI3aHHBIX C Or,
YBEJIMYUBAETCS C Bo3pacToM: ¢ 4,2% y maieHToB B Bozpacte 65-
74 ner no 30,5% y manueHToB B Bo3pacte crapue 75 aet. Y 25%
NanUeHToB HaOmiomaerca «Bo3pacTHas» OI, B ocTanmpHBIX
ClyyasX OHa CBSi3aHA C JIGKAPCTBEHHBIMHM IIpenaparaMu WIH
¢ubpmusinueit npencepauii. Y noxkwmibix soxeid ¢ Ol gacto
HaOIOaeTCsl MOBBIIICHHE CHUCTOIMYecKoro AJ[ B mo- JokeHuu
JeXa, 4YTO 3aTpyAHsieT JIe4eHHWe, TaK Kak OOJIbIIMHCTBO
npenaparoB, npumenswonmxcs npu O,  cmocoOcTByIOT
noBeiennto AJl, u Hao6oport [9, 10].

OTnenpHBIM ~ BHUAOM  OPTOCTATUYECKOM  TMIIOTOHHUHU
sBisercss noctnpanauanbHas runotonus (IIIIIY) — cocrosiHue
cHmwxkenuss AJl, BbI3BaHHOE€ npuemMoM nunM. [loBblIeHHOE
BHuManue IIIII" ypensercs y JMIl MOXWIONO M CTAPYECKOTO
BO3pacTa, y KOTOpPBIX OHAa pa3BUBAETCA B 3 pasza yalle, 4eM Yy
JOICH MOJIOABIX U CpenHero Bo3pacta. MIMeroTcsi cooOIeHus o
toM, yto III1I" siBNsieTcs He3aBUCUMBIM (PAKTOPOM pHCKa OOIIei
CMEPTHOCTH, KOPOHAPHBIX COOBITUIN, MHCYJIbTA.
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[IpuBonuTCcst KIMHUYECKOE HAONIOAEHUE TMAIMEeHTa C
OPTOCTAaTUYECKOM  TUMOTOHWEH Ha  (QOoHE  TmpueMa  o-
aZipeHOOIOKAaTOPOB,  «CIIPOBOLIMPOBAHHAS»  AIIACTUYECKOM
aHeMuel Ha (hoHe OECKOHTPOJIBHOTO TIpUEMa MeTaTpeKcara.

Mamuent I1., 63 ner, kypunsmuk (MKY 120), c
JUINTEJIbHBIM aHAMHE30M IICOopHa3a, AUarHOCTUPOBAHHBIM 2 roza
Ha3aJ PEBMATOMIHBIM apTPUTOM, IO MOBOXY YEro MNpPUHHMAI
MeTaTpeKcaT, MEPeHEeCEHHON arlacTUYecKo aHeMmuen (Ha QoHe
OECKOHTPOJILHOTO TpHEeMa MeTaTpekcara), J00pOoKayecTBEHHOM
runepruiasueil npexacrarenbHoil skenesbl (AI'TDK), caxapHbim
muaberom 2 Ttuma (0e3  caxapOCHIKAIOUIEH — Tepamum),
OONUTEPUPYIOIIMM  aT€pPOCKJIEPO30M HUKHHX KOHEYHOCTEH,
NOCTYNUJ B CTallMOHAp B IJIAHOBOM MOPSIKE JUIsl 00CIeJ0BaHUS
B CBSI3U CO CIIA0OCTHIO, CKIIOHHOCTBIO K TUMOTOHUH (Iudpbl AJl
menee 100/60 MM pT. CT.).

B Teuenume mocnenHMX Tpex JET TAalHMeHTa OECIIOKOST
TOJIOBOKPY)KEHUSI, S3MU30[bl Kak moBblieHus uupp AJ[ (mo
180/100 mm pr.cT.), Tak u moHrkeHus: (MmeHee 100/60 MM pt. cT.),
¢ Hos10pst 2012 1. — mpenoOMopouHbie cocTosiHus. B mapre 2013 .
B CBS3M C IOTEpPE CO3HAHUS TOCIUTAJIU3UPOBAH B CTALIMOHAD,
I7e BbISBJICHA MMAHLUUTONEHHUS, TsKenas cteneHb anemuu (Hb 57
r/m). YuuteiBass OCCKOHTPOJIBHBIN NpHeM Merarpekcara ao 20
MI/HEAEN0, OTCYyTCTBME JaHHBIX 3@  KpOBOTEUEHHE U
OHKONIATOJIOTHI0,  MAHLMTONEHMS  paclieHeHa B  paMKax
Nepe03UPOBKU IIUTOCTATUKOB.

Ha MomeHT mocTymineHuss B CTalMOHap MAalMEHT
npuHuMain tamcyiao3u (OMHUEK) B 03e 4 Mr yTpoM (okoio 3-4
net i obnerdenus: cumnromoB JII'TDK); anHTurunepreH3uBHBIX,
[IUTOCTaTUYECKHX MpenapaToB He IPUHUMAI.

[lpu ¢usmueckoM HCCIIEIOBAaHUH: COCTOSHHE TaleHTa
OTHOCHUTENIBHO  Yy/IOBJIETBOpUTEIbHOE. KOXXKHBIE TOKPOBBI U
BUJUMBIE CIU3UCTBIE OJIETHO-PO30BOM OKPACKH, Ha KOXKE HUKHUX
KOHEYHOCTed — HeOONbIIOoe KOJIMYECTBO MCOPHATHYECKUX
BbIChINTaHUil. [lomokeHne akTUBHOE. YIOBJIETBOPUTEIBLHOIO
nutanus. [llutoBuHas ene3a He yBeJInYeHa.
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B o0mem ananm3e KpoBH JeikonuTo3 Oe3 1/s cIBura,
HOPMOLIUTApHAas HOPMOXPOMHAsi aHEMHUs JIETKOW CTeNeHu
msoxecta (Hb 98 1/mm), moBeimenne COD; moseimenue PO (12
BI'H), nmosemenue C-Pb (3 BI'H), moBeimenue rioko3s (> 7
MMOJTB/JT HATOI[AK B HECKOIBKHUX MPOOaxX KPOBH).

PentreHonorunueckue MPU3HAKU 116 cTaauu
PEBMATOMAHOTO apTpuTa (Cy’)KEHHE TPOCUETOB CYCTaBHBIX
nienied, MATHUCTBIM OCTEONOpo3 IUCTANIbHBIX OTHNEIOB (panaHr,
y3yparmn). [pu AXOKapArorpapuu — MPU3HAKU
KOHIIEHTPUYECKOW TUNEPTPOPHH MHOKapAa JIEBOTO KEIyIouka
(MUMMJDK=141 r/m*, OTC=0,44).

[Ipu OpromHoOW aoprorpaduu, aHrHorpaduu Taza W
HIOKHUX  KOHEYHOCTEH  BBISBICHBI -  KaJbI[MHO3  AOPTHI,
MHOTOATAKHOE OKKJTFO3MOHHO-CTEHOTHYECKOE  IMOpaKEHHUE
apTepuii  HIDKHUX  KOHEYHOCTEH C  MIpPEeUMYIIeCTBEHHBIM
JIMCTaJILHBIM TTOPaXEHUEM (apTEpUil TOJICHN).

VY3-npu3Haku aTepoCKIEPOTHUIECKOTO MOPAKEHUS CTEHOK
A0PTHI, MOJB3IONIHBIX apTepHil U OOUIMX OEIPEHHBIX apTEepHil C
obeux ctopoH (cuHapoMm Jlepuina), MOATBEPKIECHHOE TMO3IHEE
npu aoprorpaduu.

VYuuteiBas xanoObl Ha cladOCTh U TOJIOBOKPYKEHUE TIPU
nepexoie B BEPTUKAJIbHOE IOJIOKEHHWE Oblla TpoBeIeHa
aKTUBHAas opTocTaThueckas mpoba. Ha BTopoii u TpeTheit
MHUHyTax TIepexola W3 TOPH30HTAIBHOTO TIOJOKEHHE B
MOJIO)KEHUE CTOs HAOMIOJANOCh CHIDKEHHE CHCTOIMYECKOTO
aprepualpHOro JdamieHus co 160 go 96 wmm  pr. cr.,
auacronuueckoro — ¢ 90 mo 66 MM pr.cT., cHWKeHue AJl
acconmupoBaiock ¢ moBeimenneM YCC wa 20 yn/muH.
Knunuueckn mnpoOa compoBokaaiach MOSBICHHEM CIa0OCTH,
TOJIOBOKPY)KEHUSI TIpM  TIEpEMEHE  IOJIOKEHHsI Tela W3
TOPU30HTAIHLHOTO B BEPTUKAIBHOE.

[Ipn m3mepenun AJl no u uepe3 20 MHUH MOCIIE €[bl:
npoba Taxke Obla MOTOKUTEIBHOM.

[lomyueHHble  JTaHHBIE COOTBETCTBOBAIM  KPUTEPHUSIM
OpPTOCTATUYECKON U TOCTIPAHIUAIBHON TUIIOTOHUHY.
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I[lo nmaHHBIM  cyTouHOro MoHuTOpupoBaHus A/l
MPOBOJIUBINIEECS] O€3 aHTUTUIIEPTEH3UBHOW Teparmuu (puc. 1),
JIMarHOCTHUPOBAaHA U30JIMPOBaHHAs cuctonnueckas Al' B JHEBHOE
W HOYHOE BpeMs, u cooTBercTBoBaBmas Il crenenu; obpamarno
Ha cebs BHMMaHue Bbicokas  BapuaOenbHOoCcTh  CAJl,
00ycnoBIeHHas AMU30JaMu 3HaunTenbHOro cHrkeHuss CAJl ¢
MaKCUMaJbHBIM  IEpPENagoM  MEXIy  IOCJIeq0BaTEIbHBIMU
u3MepeHus MU 110 94 MM pT. cT. (15 sanm3010B paznuuuit 6onee 20
MM PT. cT.). Onuzonasl cHiwkeHuss CAJl mo JHEBHUKOBBIM
3aMucsM TaIMeHTa COMPOBOXKIAIOTCS TOJOBOKPYKeHHEM. YacThb
snu3010B cHkeHus CAJl compoBoxkmaercss BBIPAKCHHBIM
noBbIeHreM YCC OTHOCUTENBHO MPEIbIAYIIETO U3MEPEHHUS.

Puc.1. Cytounoe morutopupoBanue AJl (cTpenkaMm oTMEUECHBI
AIU30/1bI TOJIOBOKPYKEHHSI )

MMPT.CT:
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Puc.2. Cyrtounoe wmonutopupoBanue AJ[ mocie KoppeKuHuu
Tepanuu

[uMPT.cr.]au ]
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Bpewald: | 6 17 8 19 20 2 22 0 1 2 3 45 6789101

ApTtepuanbHas THUIIOTOHUS IuarHoctupyercs mpu AJl
ke 100/60 MM pT. cT. y My)4HuH u 95/65 MM PT. CT. y >KEHIIUH.
ApTtepuanbHasi TUIIOTOHUS JOJKHA TUATHOCTUPOBATHCS Kak MpU
OJTHOBPEMEHHOM CHU)KEHUU CUCTOJINYECKOTO W/
nuactonuyeckoro AJl.

Oprocrarnueckas runoronus (OI') — HamOonee dacras
dbopma apTepuanbHON THIOTOHUU.

Ha ocHoBaHuu crnenyromux KpUTEpUEB AUATHOCTUPYETCS
(0) I
1) Jwoboe cHmxenue AJl, BO3HHMKalollee y TMAlHEHTa IPU
Mepexo/ie U3 TOPU30HTAJILHOTO TOJIOKEHHUSI B BEPTHKAIbHOE U
BBI3BIBAIOIIEE IOSBJICHHE CHUMITOMOB, IPEANOIOKUTEIBHO
CBUJIETENLCTBYIOIIUX O CHUXEHMH KPOBOCHAOXEHMSI TOJIOBHOTO
mo3ra; 2) CHmwkenue cucronnueckoro AJl Ha 20 MM pT. cT. W/uinu
nuactonuyeckoro AJl Ha 10 MM pT. CT. BHE 3aBUCHMOCTH OT
MOSIBIICHUS] KJIMHIUYECKON CUMITTOMATHKH.
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K naumbonee 3HaunmMbIM (pakropam pucka OI' oTHOCSTCS
MOKUJION ~ BO3pAcT,  caxapHbIi  JIuabeT, apTepHUalIbHYIO
TUIIEPTEH3UIO0, PaCIIPOCTPAHEHHBIN aTePOCKIIEPO3.

[ToctpanauanpHas tunoroHus (IMIIIY) — runmoronus,
CBSI3aHHAs C IPUEMOM IHUIIH, JUATHOCTUPYETCS, €CIIM B TCUECHUE
2 9 mocne Hadana eapl CAJl camxkaercs Ha 20 MM pT. CT. 1 Oonee
WIM €CJIM OHO B pe3yJbTare MpHeMa MUILU OKa3biBaeTcsl Huxke 90
MM pr. cT. [IloctnpanauanbHass TUNOTOHMS MOXET OBITH
O0eccuMNTOMHON (OCOOCHHO y MOJIOJABIX U 3IOPOBBIX ITIOMCH).
MosxeT nposBIATECS ABHBIMU paccTpOCTBAMM KPOBOOOpAILIEHUS
— Taxukapauei, ci1aboCTbio, TOJOBOKPYKEHHEM, aHTMHO3HBIMU
0oIsiMu, 0OMOpPOKaMH TIOCTIE TIPHEMA TTHIITH.

VYuuteiBasg Bapuantel OI' (Ta0n.2) y mamueHta uMmeer
MECTO KJIACCUYECKHUI BapUaHT WM KJIacCUYecKas BEreTaTuBHas
HEI0CTaTOYHOCTb U XapaKkTepu3yercs CHIKCHHEM
cucrommmueckoro AJ[>20 u quactonuueckoro AJ/[>10 MM pT. cT.
B T€UEHHE 3 MUHYT MOCJIE epexo/ia B MOJI0XKEHUE CTOSL.

Boigensror 4 rpynmel  OpUYMH  OPTOCTaTUYECKOM
runoToHuu (Tabin.l), cpenu KOTOphIX y HaIIEro MaldeHTa UMeeT
mecto C/] 2 Tuna u npueM Ba30aKTUBHOTO Mpernapara. Y YuThIBas
CKPOMHBI aHaMHe3 caxapHoro juabera 2 THUMA, CpPEIH
BO3MOXHBIX npuuuH OI' aHaIM3UpOBAIKNCh JIEKAPCTBEHHbIE
CpEeACTBA, IPUHUMAEMBbIE MTALUCHTOM.

Tadsamuua 1. [IpyunHbl pa3BUTHS OPTOCTATHUECKONH THIIOTOHUHU

[lepBuunHas BereraTuBHAs Uwcras BereTaTUBHASI HEAOCTATOYHOCTb,
HEI0CTaTOYHOCTh MHOXXECTBEHHas aTpodusi, 60JIe3Hb
ITapkuHCOHA C BereTaTuBHOM
HEJIOCTAaTOYHOCTHIO, NeMeHlus JIleBu

Bropuunas BereratuBHas Juabet, amMmuIona03, ypeMus, OBPexKACHUE
HEI0CTaTOYHOCTh CIIMHHOTO MO3ra
JlexapcTBeHHas AJIKOTOJIb, BA30JUJIATATOPbI, TUYPETHKH,
OpPTOCTaTHYECKasI (heHOTHA3MHBI, aHTH]IETIPECCAHTEI
TUINOTOHUS
[otepst UIKOCTU KpoBoteuenue, nuapesi, poTa u ap.
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K nekapcTBeHHBIM mMpemnaparaMm, KOTOPbIE MOTYT BBI3BATh
pa3BUTHE TUIIOTOHUH, OTHOCSTCS CIIEIyIOLIHE:

-IIcuxoTpomnHbIe JeKapCTBEHHBIC MTPETapaThl;

-AHTHapUTMHUYECKHE MpenapaThl;

-AHTUTUTICPTEH3UBHEIC TPENapaThI;

-JlnypeTuku (MOYETOHHBIE TIPETapaThi);

-IIpoTuBonIIEMHUECKHE NTpeENapaTsl (HUTPATHI);

-Cocynopacmupsitoniye npemnaparsl (Ba3ouaaTaTophl).

Cpenu TUpHHMMAaeMbIX TAIUEHTOM  JIEKAPCTB  OBLI

Tamcyno3un (OMHUK) — Onokatopa ol-ampeHOpenenTopoB
MOYEBOTO My 3BIps — JIEKapCTBEHHOE CPEICTBO
CHUMITTOMaTHYECKOTO JICYCHUSI JOOPOKAYECTBEHHON THIIEPILIa3uu
nmpeacTarenbHOM  kenme3bl. Ha  MOMEHT — rocmuranu3anuu
AHTUTHIIEPTEH3UBHBIX TPENapaToB, TEepalud PEBMATOUIHOTO
apTpUTa ManueHT He monydan. OnHuM U3 moO00YHBIX 3D (HEKTOB

TaMCyJIa3uHa ABIIAECTCS OpTOCTaTHYECKas TUIIOTEH3US,
rOJIOBOKPY’KEHUE, OILYIIEHHE CepALIcONCHHUS.
YuuteiBas HE00X0UMOCTb Tepanuu AI'TEK,

Mpou3Be/eHa 3aMeHa TaMcCyla3uHa (OMHHUK) Ha CHJIOIO3UH
(ypopek). bmaromapsi BBHICOKOW CEJIEKTMBHOCTH CHJIOJO3WH HE
BBI3bIBACT KIMHHYECKH 3HAYMMOro cHWxeHus AJl (cpoacTtBo k
alA-anpenopenentopaM B MOYEBOM Iy3blpe, B 162 paza
MPEBOCXOUT €ro CIoCOOHOCTh B3aWMONEHCTBOBAaTH C 0.1B-
aIpeHOPELENTOPAMH TIAJIKUX MBIIII COCY/IOB).

ITpu nmosropHom CMAJI (puc.2) mocie cMeHbl aibda-
O10KaTopa OTMEUAeTCsI CHW)KEHUE CPEIHECYTOYHBIX 3HAuYCHHH
AJl co 151/69 mo 123/63 MM pT .CT. 32 CUET CHWKCHHSI JHEBHOTO
AJl (ucxomuo 155/70 mwm pt. ct., npu moBropuom CMAJ] 117/63
MM PT. CT.) TpU COXPaHHOM YpOBHEe HouHOro A]J|
(cootBercTBeHHO, 136/65 MM pr. cr. m 135/64 MM pr.ct.).
OO6pamjaer Ha ce0s BHUMaHHE 3HAYUTEIBHOE CHIDKEHHUE
BapuabenbHocT AJl B tHEBHOE Bpems co 45 mo 16,9 mMm pr.cT., a
Tak ke B HO4HOe BpeMsa ¢ 33 no 22,8 MM pr.ct. OT™MEUYeHO
WCYC3HOBCHHE CHMIITOMHBIX M OCCCHMTOMHBIX CHIDKCHUH AJ|
BBICOKO BEPOSITHO OPTOCTATUYECKOTO U TMOCTIPAHIUATHHOTO
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npoucxoxaeHus. OOpamano Ha cebs BHUMaHHE COXPaHEHHUE
noBeIiieHne 1udp AJl B HOUYHOE BpeMs, YTO IO3BOJSET HAM
roBoputh o ¢eHomeHe uzonupoBaHHOW HOouHOU Al (MHAT) -
MOBbIIIEHHE HOYHOTO AJl mpu HOpMaabHOM YpOBHE 24-4 u
naeBHoro. Ormmcan nanHbld genomeH B 2007 1. Yacrora

BCTPEYAEMOCTH
COIIOCTaBMMa C TAKOBBIMHU ITpH cTabuibHOM Al

MOMmyJIAIUur

6-10.5%

Tadauua 2. BapuanTtsl opTocaTHuecKor TUIIOTOHUU®

TsoxecTn

I1OM

Kiaccug-s | Auarsoctuy. |mrensaocts  |[[Hatodusuonorus |OcHOBHEIE Accoulxmnmj
TECT 1peObIBaHUs B CHUMIOTOMBI aHHbIE
MOJI0KEHUH COCTOSIHUS
crost
Havansn | CA/lB 0-30 ¢ HecootserctBu | I'osoBokpyxe | Momombt
as OI' MOJIOKCHU U e mexay CB u HHE, e
Jexa u Icc HapylIeHue ACTEHHYH
crost 3peHUs 4epe3 | ble JIOJH,
HECKOIIBKO MOXKHJIBIC
CEeKyHJI II0CJIe | JIIONH,
nepexoja B JIeKapcTB
TIOJIOKEHUE eHHas
CTOs or
(obMopoK (anba-
peaxo) Orokarop
bI),
CUHJPOM
KapoTHIH
oro
CUHYyCa
Knaccua Optocratr | 30 c-3 mMuH Henocrarounoe | I'omoBokpyxe | Iloxuio
eckast OI' | dveckas uimu TOBBIILICHHE HHUE, i
(kmaccud | THAT-TIpoOa MCC npu npepoOMopoy | BO3pacT,
eckast BEreTaTUBHOU HOE JIEKapCTB
BEereTaTH HEJIOCTATOYHOC | COCTOSIHHE, eHHasl
BHas THU NIPUBOJMT K ¢11a00CTh, or
HeI0CTaT JIeIOHUPOBAHU cepALeOneHr (;r00BIE
OYHOCTB) 10 KPOBH HIIN €, HapyIlIeHHe | Ba30aKTH
YMEHbLIEHHIO 3peHust U BHBIE
obbemMa ciyxa npenapar
mUpKysupyome | (0OMopok Bl U
i KpoBHU penko) JILYpETUK
1)
3ameie Oprocratn | 3-30 MuH Iporpeccupyro | HdnurenbHblit Toxwuno
HHasi yeckas 1iee CHIDKEHHE MPOJPOMaIIbH | it
(mporpec | mpoba wan BEHO3HOTO Bl TIEPUOJT BO3pAacT,
cupyooma | TuiaT-npoba BO3BpaTa: (TOJIOBOKPYXK | Bereraru
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Kiaccug-s | Auarsoctuy. |mmrensaocts  |[[Hatodusuonorus |OcHOBHEIE Accoupmnoﬁ
TecT npeObIBaHKS B CHMIITOMBI aHHbIE
IIOJIOXKEHUH COCTOSHUS
cTost
s) OI' nmskuii CB, eHue, BHast
YMEHBIICHHUE YTOMIIIEMOCT | HEJAOCTaT
Ba30KOHCTPHKI] | b, CIabOCTb, OYHOCTB,
uu (HapyleHue | cepAueOMeHH | JIeKapCTB
a/IalITHBHOTO e, HapyIlIeHHe | CHHas
pediekca), 3peHUsI U or
OTCYTCTBUE ciyxa, (;1r00BIE
pedexTopHOit THIEPrUApO3, | Ba30aKTH
OpanukapIuu 00JIb B CIIMHE, | BHEIC
60u1b B 1ICE npernapar
W B 3874
obnactu JHYPETUK
cepaua), ),
nocine KoMOopOH
KOTOPOTO JHOCTh
ObICTPO
Ppa3BUBaeTCS
00MOpOK
3ameie Tunt- 3-45 muH Iporpeccupyto | JdnurenbHbIi Toxwuno
HHAsT mpoba Iee CHIDKEHHE IpoApoManbH | it
(porpec BEHO3HOTO BIil IEPHOL BO3pACT,
cupyroma BO3pacra (cM. (TOJIOBOKPYXX | BereraTu
s1) O BBIIIE) C eHue, BHast
+pediex MIOCIIeAYOIIIM YTOMJISIEMOCT | HEJOCTar
TOPHBIH pa3BUTHEM b, C1abOCTB, OYHOCTb,
00MOpOK Ba30-BarajgbHOH | cepAuneOHeHH | JIEKapCTB
peaKnuu €, HapyllleHHe | CHHbIe
(aKTHBHBIN 3peHus U mpemnapar
pediexc, ciyxa, BI
BKJIIOYAst THIEPruipo3, | (Iro0bre
pednekropHyo | 0o0Jb B CIIMHE, | Ba30aKTH
Opanukapauio u | Goub B Liee BHBIE
Ba30AWIATALIMIO | WIH B cpencrsa
) obnactucepn "
1a), Imocme JHYPeTUK
KOTOpPOro n),
ObIcTpPO KOMOpOH
pa3BUBaETCS JHOCTh
00MOpOK
Pednexr Twit- 3-45 muH TTocie YerTkue Moiozsl
OPHBIit mpoba MepPBOHAYANEHO | HPOAPOMANbH | €
00MOpOK i aganTanuu bIif IEpUOJ 3/10pOBBI
(Ba3zoBara MIPOUCXOUT (kgaccuvecka | e JIIOAH, B
JIbHBIH), OpIcTpOe ) U OCHOBHO
BBI3BaHH CHIDKCHUE TPUTTEPHI, M
BIATIPEOBI BEHO3HOTO HOCIIe Yero JKEHIIUH
BaHUEMB BO3BpaTa U BCEraa BI
TIOJIOXKEH pa3BHUBaeTCs pa3BHUBaeTCs
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Knacceug-st | Auarnoctuy. [[murensHocts |[laTodusnosnorus |(OcHOBHbIE Accoulxmnmj
TECcT 1peObIBaHUs B CHUMIITOMBI aHHbIE
MOJIOKEHHUH COCTOSIHUS
cTost
WU CTOSt Ba3oBarajbHas 00MOpOK
peakuust
(aKTUBHBIH
pedaekce,
BKJTIOYAst
pediekTopHyt0
OpasuKapauio u
Ba30IMJIATAI[HIO
)
Cunnpom | Tunr- BapuaGenbuer | He 3HAYUTEIHLHO Mouozsl
nocrypan | mpoba i YCTaQHOBJICHBI: € yBeIM4YeHHe | €
BHOM CpOK HeaJIeKBaTHBIN YCCu SKCHIIUH
opTocrat BEHO3HBII HECTaOHIIbHO Bl
HMYECKON BO3BpaT WU cts ALl .
THIIOTOH nernonupoBanre | OOGMOpOK He
178 KpPOBH pa3BHBaeTcs
[Mpumeuanust: *Pexomenmaimu mo obmopokam ESC, 2009 r TICC -

nepudepudeckoil cocyaucToii conporusnenne, CB — cepreunslii BEIOpoC.

KimHandeckoe 3HaYeHHME OPTOCTATHMYECKHUX HapyIICHHUN
3HAYUTEJIBHO BO3PACTAET B Cilydae HEOOXOAMMOCTHU INPOBEICHUS
AQHTUTUIIEPTEH3UBHON Tepanuu. Y HAIEro MalMeHTa MO0 AAHHBIM
CMAJl umeer MecTo apTepuaibHas TUIEPTOHUS 3 CTENEHU C
npu3HakamMu mnopaxeHuss opranoB wmumened (IJDK), dro
noTpedOBajI0 HA3HAYEHUS aHTUTHMIIEPTEH3UBHBIX IIPENapaTroB
(JIozapran 25 mr Beuep).

C 1enpl0 TPEHUPOBKHU CEPIEUHO-COCYAUCTON CUCTEMBI
NalMeHTy ObUIM PEKOMEHJIOBAH psAJ  HEMEIMKaMEHTO3HBIX
MEPOINPHUATHM, HAIIPABICHHBIX HA UCKIFOYEHHUE MTPOBOLMPYIOLINX
(bakTOpoB M TPUITEPOB (PE3KOr0 BCTABAaHUS U JJIMTEIBHOIO
CTOSIHMSA, a TaKXKe NMpeObIBaHMUS B TOPU3OHTAIHLHOM IOJIOKEHUH B
JTHEBHBIE YacChl, BBICOKOH TeMIepaTypbl OKpYXKaloLIEH cpensl);
IIPUEM JIOCTATOYHOIO KOJIMYECTBA JKUJIKOCTH WM COJIM; YaCThIN
IpUEM [UINM MEJKUMH [OPLUUSAMH, OIPpaHWYCHHE IpHEMa
YIVIEBOJOB; HOYHOW COH C IPUIIOAHATHIM TOJIOBHBIM KOHLIOM
kposatu (>10°); Gangax Ha 00IaCTh KUBOTA U KOMIIPECCHOHHBIE
YyJIKU U T.A. [2]
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Taxke mnpoBoamwics  auddepeHIUanbHbIi  AMAarHO3
PEBMATOUIHOTO U NICOPHATUYECKOTO apTpUTa (YUUTHIBAas aHAMHE3
JUIMTENILHOTO TIcopHasa). M3BecTHO, YTO peBMaToJOTHYECKUe
3a0oneBaHusl, TakUe KaK  OCTE0apTPUT, PEBMAaTUYECKOE
NOpaXCHUE MATKUX TKaHEeW, a Takke HCTUHHBIA PA, Moryr
COYETaThCs € IICOPUA30M, UTO 3aTPYAHSAET IUArHOCTHKY.

Knaccudukaimonnsle  KpUTEpUH  TICOPUATHYECKOTO
aprputa (KACIIAP; Classification criteria for Psoriatic Arthritis
— CASPAR) — Hoselimme kputrepuu B auarHoctuke IIcA. Onu
MPOCTHI B UCTIOJIb30BaHUH, 00JIAAAI0T BEICOKOH CIIENU(UIHOCTHIO
(98,7%) u uysctBUTENbHOCTHIO (91,4%) B mmarHoctuke IIcA
[4,13].

Haubonee MIOJTHO KPUTEPHUH KJIACCUYECKOTO
MICOPHATHYECKOTO apTpuTa mnpexacrasieHsl [1] B pabore H.
Mathies (1974), K KOTOpBIM OTHOCATCS:

1. MOPaXCHUE JUCTATBHBIX MEK(ATAaHTOBBIX CYCTaBOB
MaJbIIeB;

2. OJTHOBPEMEHHOE TTOpa)KeHne 3 CyCTaBOB OJHOTO U TOTO K€
nanblia;

3. paHHEe BOBJICUYCHHE MAIBIIEB CTOTT,

4. TaJaaJIrus;

5. HaJMYAe KOXKHBIX TICOPUATHYECKHUX BBICHITAHUNA WA
Mopa)keHUe HOTTeH;

6. Cllydau Tcoprasa y poICTBEHHUKOB;

7. OTpHIIaTeIbHbIC PEAKIIUN Ha PEBMATOUIHBIN (pakTop;

8. CKJIOHHOCTh K OCTEOJIU3UCY;

9. 4acToe MOopakeHUE MIIC0CaAKPATbHBIX COUTICHEHHIA;

10.  pa3BuTHE mapaBepTeOpaTBLHBIX OCCHPHUKALINN.

JluarHo3 TCOpPMATHUYECKOrO0  apTpHTa CTaBUTCS  Ha
OCHOBAaHHNU TpEX ITOJIOKHUTEIBbHBIX KPHUTCPUCB, npru4ycM
00s13aTeNIbHO, YTOOB! OMH M3 HUX OBUT 5, 6 Wiu 8, IpH HAJTMYUH
peBMaronaHoro (akropa (kputepuid 7) A00ABIAIOTCS eme 2
KpHUTEpHS, T.€. JOIDKHO OBITh BCETO 5 KPHUTEPUEB, M3 KOTOPBIX
oOsi3arenbHbl S5- u 8-i. Llenblil psia vccinenoBaTenell CUMTAET,
4TO y OOJBHBIX MCOPHA30M MOXET BCTpedaTbes Kak I1A, Tak u
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PEBMAaTUYECKUM apTPUT B CEPOIIO3UTUBHON WM CEPOHETaTUBHOMN
dopme (O. Vinje et al., 1980).

VY namueHTa Cc codeTaHuMEM IIicopuasa U aprpura [24]
MIPOCTO JTyMaTh O TICOPHATUYECKOM apTPHUTE, OJIHAKO COUYETaHUE
PEBMATOMIHOTO apTpUTa U IICOpu3a BeTpeuaeTcs peako. B 1992 .
B MHOTOILIGHTPOBOM HcciieqoBanuun Mazzucchelli et al. [22, 23]
MIOKa3ajM, 4YTO PacHpOCTPAHEHHOCTh COYETAHUS PEBMATOMIHOIO
aprputa u ncopuasa cocraBuia 0,03-0,15 caygaeB wa 10 000
HacelneHud. bosee paHHME JaHHBIE HEMELKOTO MCCIIEI0BaHUS
ormeuarot, uto 0,2% mamuentoB ¢ PA u 0,3% ceporno3utuBHbIM
PA coueratorcs ¢ micopuazom. Hekoropwie cepojorudeckue
MapKepbl, Takue Kak peBMaTtouaHblid (akrop (PD) u anTHTENA K
[MUKIUYECKOMY I[UTPYUTMHOBOMY TWENTHIYy MOTYT TOMOYb B
ycTaHOBKe  JuaHo3a. OpHako  MOJIy4EHHbIE  Pe3yJbTaThl
HEOOXOAMMO  WHTEPIPETHPOBATH C  OCTOPOXKHOCThIO: P
onpenensiercs B 85% ciyuyaeB ¢ PA u paccmaTpuBaeTcst Kak OIMH
U3 KPUTEPHEB AUAarHO3a, OTHAKO TaK)Ke BCTPEUACTCSl B COUCTAHUU
C IpyTUMU 3a00JI€BaHUSIMU U B 3/JOPOBOM MOMYJISALIUY.

Hecmotps ©Ha 1O, dro  micopua3d  sBISETCS
pacnpoCTpaHEHHBIM 3a00JIEBaHUEM B MOMYJIALIMU, €TO COYETAHUE
C  pEeBMAaTUYECKUMHU 3a00JEBAaHHUSIMH CyCTaBOB BCTPEUYAETCS
penko.  BriaBneHnne — mogoOHOM — accolMaluu  SIBIISETCS
HEOOXOAMMBIM, T. K. TpeOyeT COBMECTHOTO BEICHHMsS MAalleHTa
PEBMATOJIOTOM U JIEPMATOJIOTOM.
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@Oudpo3upyINii ATbBEOJINT Y NAIUEHTKH
¢ TsxeabIiMu nmposiBiaeHusimu XCH.
TpyaHOCTH TUATHOCTHKH M TAKTHKA JIeYEeHUs

O.T.bonotuna , U.B. I'apman,
C.B. BunmneBanbpe, 10.A. Ilurapesa

Wnnonarnyecknii puOpo3upyrommii anbBEOJIUT BXOIHUT B
rpymniy MHTEPCTUIAIBHBIX 3a0osieBaHU JIETKUX
HEYCTAaHOBJICHHOW ATHOJIOTUM, OTIMYAIOLIUXCS JIPYr OT JApyTra
NaTOMOP(OJIOTHUECKIM TUIIOM HEMH(PEKIIMOHHOTO BOCTIAJIEHUS U
¢ubpo3a MPEeUMyIIECTBEHHO B WHTEPCTHUIINH JIETKOTO, a TaKkKe
BapHaHTOM KJIMHHYECKOIO T€UEHHUS U MPOTHO30M — OT OCTPOTO C
JETabHBIM ~ UCXOAOM, XPOHUYECKOro ¢  (OpMUPOBAHHEM
«COTOBOTO JIETKOTO» " HapacTarouen JIErOYHOMN
HEJOCTAaTOYHOCTBIO [0 ONaronmpusiTHOro,  BIUIOTH  JIO
KnuHu4eckoro wmsjiedeHus [1]. CHHOHMMOM HMAMOTATHYECKOTO
(GuOpPO3UPYIOIIETO  ambBEOJIUTA SIBISACTCS «UIUOMATUYCCKUI
JerouHbli Gudpo3» — TEPMHH, UCTIOJIb3YEMbIi B HHOCTPAHHOM

auTepaType.
B HacTosmiee Bpemsi B OOJBIIMHCTBE CTPaH, B TOM YHCIIE U B
Poccun, UCIIOJIb3YETCS KJIMHUKO-TTAaTOJIOTUYECKast

KJacCupUKalMs HHTEPCTULHANIBHBIX  3a00J€BaHUM  JIETKUX,
npuHarag  CornacuTenbHOM — KOMUCCHMEN — AMEPHKAaHCKOIO
TOpakajabHOTO oO0IecTBa W EBpomeiickoro pecnupaTopHOTo
obmectBa (ATS/ERS, 2002 r.) [2], OpUHIUIIOM TOCTPOSHUS
KOTOPOH SIBJSIETCS COOTBETCTBHE KAXKIOW KIMHHYECKOW (opme
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MHTEPCTULIHATIEHON ITHEBMOHMHU OIPEEIIEHHOTO
T'MCTOJIOTHYECKOr0 BapHAHTA.
CormnacHo 3To# kimaccu(UKalUU BBIACTSAIOT YEThIpE TPYIIIBI
MHTEPCTULUAIIBHBIX 3a00JI€BaHUM JIETKUX:
1. HaTepcTunmanbHeie 3a001€BaHMA JTETKIX U3BECTHOM
9THOJIOTUU:
2. CcHCTEMHbIE 3a00JIEBaHUS COCIMHUTEILHON TKAHU,
a. JIEKapCTBEHHBIE;
b. npyroe.
3. TI'panynemaro3sl (Capkou103 U JIp.).
4. VnuomnaTuyeckue MHTEPCTUIMATIbHBIC THEBMOHUU!
a. uaMonaTH4eckuil pudpo3upyromuii anbBEOIUT
(uauomaTUYeCcKui JerouHslid Guopo3);
JMCKBaMaTHBHAsl MHTEPCTULIMAIbHAS THEBMOHMS;
0CTpasi UHTEPCTULIMAIIbHAS THEBMOHMS;
Hecrenn(puieckas HHTEPCTULIHAIIbHAS ITHEBMOHUS;
pecnupaTopHbli OPOHXHT, aCCOLIMUPOBAHHBIN C
MHTEPCTULIHAIEHBIM 3200JI€BAHUEM JIETKHX;
f. xpunToreHHas OpraHU3yHOIIAsCs THEBMOHUS;
g. auMQouHas UHTEPCTUIMAIbHAS THEBMOHMSL.
5. Jlpyrue UHTepCTHLHANbHbIE 3a00J€BaHUS JIETKUX:
a. TuM(}aHTHOIEHOMHUOMATO3;
b. rucruomuros X.
WNnunonatuueckuii GubOpo3upyromuii albBEOIUT SBISETCS
OJTHUM U3 HauOoJjiee 4acTO BCTpeyaroluxcs 3a0oJeBaHUN U3
IPYNIIBI  HWHTEPCTUIHMAIBHBIX ~ IMMHEBMOHWH,  pa3BHUBAETCS
MIPEUMYIIECTBEHHO Yy MAlMEHTOB B Bo3pacte crapiie 50 net [3].
Hawano Oone3nu, Kak TmpaBWwio, HeE3aMeTHOE, OOJIE3Hb
IporpeccupyeT JAOBOJBHO MEJUIEHHO, TMAIMEeHThl YCIEBAalOT
aJlaliTUPOBATbCd W HAa MOMEHT oOOpallleHuss UMEIOT aHaMHe3
3a00jeBaHUsl JJIUTENBHOCTBIO 10 1-3 ser. Y maiueHToB
OTMEYAIOT MPOTrPECCUPYIOUIYIO OJBIIIKY, CYyXOH Kaleib, OOJIH B
IPpYyJHOW KJIETKE M JUINTENIbHOE COXpPAaHEHHWE IOBBIICHHOM
Temnepatypsl Tena. [Ipu obciaenoBaHny 0OHAPYKHUBAIOT IIHAHO3,
U3MEHEHHE KOHIIEBBIX (pajlaHr MalblLeB, y4yallleHHe JbIXaHHUs U
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taxukapauio [4]. ®ubpo3upylomuid aabBEOTUT OTHOCHUTCS K
PECTPUKTHUBHBIM JIETOYHBIM 3a00JIEBaHUSAM, OAHUM M3 pPaHHHUX
NPU3HAKOB 3a00JIEBaHUS SBISIETCS CHIKEHHE Au(Qy3HOHHOM
cnocoonoctr  jerkux (DLco) [5]. IMokasarens FEV/FVC
HAXOAUTCS B IIPEEIaX HOPMbI MJIU TIOBBIIIIEH.

Haubonee yacTeiMU PEHTTEHOJIOTUYECKUMHU MpPHU3HAKAMU
GuOpO3UpYIOMIErOo  adbBEONUTA  SBISIOTCS  JBYCTOPOHHUE
M3MEHEHHUsl PETUKYJSIPHOTO XapakTepa, Oojiee BBIpaKEHHbIE B
HIDKHHUX OT/AeNax Jierkux [6]. Ha pannux stamax 3a0osieBaHus —
MOHWKEHUE MPO3PAauYHOCTH JIETKUX MO TUITY «MaTOBOIO CTEKJIa».
[Tpu mporpeccupoBanuu 3a00aeBaHUS POPMHUPYIOTCS KUCTO3HBIE
MIPOCBETJIEHHUSI, T.H. «COTOBOE JIerkoe». JlJil yTOuHEeHHs JuarHos3a
1enecoo0pa3Ho MpoBeAeHUE MYJIbTUCIUPATEHON KOMIBIOTEPHON
TOMOrpaduu opraHoB rpyAHON KIETKH.

«30IIOTBIM»  JMAarHOCTUYECKUM  CTaHAApTOM  BCEX
MHTEPCTULMAIGHBIX TTHEBMOHHHA SIBIISICTCSI OWOIICHSL JIETKUX:
OTKpBITas, 160 TOPAKOCKOIINYECKas [7]. Ocobas
HEO0OXOJUMOCTh B BBIMOJHEHUHM OHOICHU BO3HUKAET B CIIydasx
HAIU4YUs HE  BIIOJIHE THUINUYHOW  KIMHUYECKOH  W/HIn
PEHTTEHOJIOTHYECKON KapTHUHBI, MPU BO3pacTe MNal[eHTa MEHee
50 ner, mMpH HaJIMYUU CHCTEMHBIX TIPU3HAKOB U OBICTPOM
IIPOrPECCUPOBAHNN 3a00JIEBaHUSI.

Cy1miecTByeT AMarHOCTUYECKUE KPUTEPUH, TTO3BOJISIONINE
c 001bI1I0M BEPOATHOCTHIO YCTaHOBUTH JTMarHo3
(buOpO3UPYIOIIETo aNbBEOJIUTA B T€X CIyUasix, KOr/a MPOBeICHUE
Ovoncuum  HEBO3MOXXKHO. [l yCTaHOBIEHHMs ~ JAMAarHosa
HE00X0UMO, YTOOBI y MallMeHTa MUMEIUCh YEThIpe U3 YEeThIPEeX
OONBIINX KPUTEPUEB U XOTA OBl TPU U3 YETHIPEX MaJbIX
Kputepues. 3]

[MammenTka JI., 78 mer, mo mnpodeccuun MacTep
raJbBaHUYECKOr0 ydYacTka, 0e3 BpeaHbIX mpuBbYeK. Jlo
MOCJIEJHETO BPEMEHM BeJla aKTUBHBIN 00pa3 )KU3HU. YXyIlIEeHHe
coctossHus oTmewyana ¢ wutons 2013 1. kxorma Ha (one
MIEPEHECEHHOW OPOHXO0-JIETOYHON HH(EKITUH MOSBUIACH OJIBIIIKA.
Jleunnacek gomMa camoctosTenbHO ¢ 3ddextom. B aBrycte 2013 1.
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COCTOSIHUE BHOBb  YXYJAILIMIOCH, Hapocia  OBIIIKA,
HNPUCOETUHMIICS MAJIONPOIYKTUBHBIM Kallelb,  MOBBILIIAIACH
temneparypa tena jgo 37,5°C. Jloma npunuMmana nedtudyreH
(memakc) 06e3 cymectBeHHOTO 3¢dekra. B oktsaope 2013 .
BeinosiHeHa  (rooporpaduss OI'K, mpu KOTOpO# BBISBICHBI
U3MEHEHHs TPAaKTOBABILMECS KaK JABYCTOPOHHSS HUXKHEIOJIEBast
nHeBMOHUS. AMOynaTOpHO Tojdyd4ajia aHTHOAKTepHAIbHYIO
Teparnuto neBO(IIOKCAIUH (TaBaHUK) 0e3 addexra.
[ociuranu3upoBaHa ¢  yXyJIIEHHEM COCTOSHUSL B BHUE
HapacTaHUsl OJBIIIKHM, TOBBIIICHUS TEMIEpaTyphl Tena A0 38-
38,5°C.

JlnurensbHo  paboTama Ha  BpeAHOM  IIPOU3BOJCTBE,
rajbBaHMYECKOM y4YacTKe, MMeJa KOHTakKT C BPEIHBIMHU
BEIIECTBAMH, B TOM 4ncie U ¢ OepuireM. Co CI0B Ha €KETOTHBIX
npodocMOTpax MaTOJIOTUH JIETKUX HE BBISIBIISIIH.

B anamue3e rumeproHmyeckas Oone3Hbp Oonee 20 e,
MakcuMaibHble 1uppsl 180/100 MM. pT. CT., MOCTOSHHYIO
TUIIOTEH3UBHYIO  TEpamui0 HE  Mojlydaja, AHU30JAUYECKU
npuHuMana kKanoteH. Ilepuoauuecku, ¢ yactotot 1-2 pasa B rof,
oTMevana repebon B paboTe cepAna, KOTOPhIe KyMHpPOBAIUCH
camocrostenbHo. Ilepenecna OHMK B 1990 r. OnepupoBana no
MOBOJYy J0OpOKAaYECTBEHHOM OIMyXOJdH OOO0JIOYEK TOJIOBHOTO
mosra B 1991 r. [lanrucrepskromMus 1o noBOJYy MHUOMbBI MAaTKH B
1978 1.

CocrosiHue mnauuMeHTKH Tspkenoe. Ilpum  uznueckom
o0cleloBaHUM — BSUIOCTb, BBIHYXKJIEHHOE TIOJIOKEHUE C
BO3BBIICHHBIM  TOJOBHBIM  KOHILIOM, OJI€IHOCTh  KOKHBIX
MMOKPOBOB, MOBHIIIICHHOE MOTOOTACNICHHE, Inano3 ryo. YJ1/1 22 B
muHyTy. Catypauus Ha Bo3nyxe 85%. Cnabo BbIpakeHHas
nedopmanysi KOHIEBBIX (allaHT KHUCTeH B BuAe OapabaHHBIX
NaJIoueK, HOITH B BHJIE YACOBBIX cTeKoJ. [lamsTh y manmeHTKH
CHU)KEHA, OBICTPO ycTaeT. AyCKYJIbTaTUBHO B JIETKUX JIbIXaHUE
KECTKOe, 0CIa0IeHO B HIDKHUX OT/EJax; KpenuTalus Hajl BCeMU
MOJISIMH JIETKUX, OoJiee BBIpaKEHA B HWKHHUX OTIENIaX; XPHIIbI
BJIa)KHBIE MEJKOITy3bIpUaThle HE3BYYHbIE B HIKHHUX OTJHENaX C
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o0eux ctopoH. ['panuubl cepaua: pacmupensl Bieso + 1,0 cm.
Tonsl cepamna, purmuunbl, | ToH ocnabnen, Il ToH coxpaHeH.
Bapuko3Hoe pacliupeHrne BEH HIKHHUX KOHe4yHocTell. Oteku
rOJIEHEH U CTOII.

[lo naHHBIM OOCHemoBaHms neifkomuro3 (24x10°/m) ¢
nanoukosiiepHbiM casurom (19%), noseimenue COD (50-70 mm
B yac), CPb no 77 E/n ¢ mocnenyrommm Hapactanuem 10 139
E/n, rumoxpomHasi MUKpOIMTapHash aHEMHUs JIETKOH CTeNeHu
(remorno6un 101 r/m), mOBBIIIIEHHE CHIBOPOTOYHOTO KpeaTHHUHA
no 125 mxmons/n (CK® 35 mu/mun/1,73 M?) ¢ mocnemyromum
CHI)KCHHEM, TIOBBIIICHUE YPOBHS TIIIOKO3bI B TUIa3Me€ KPOBHU JI0
6,8 mMMmonw/n. B Mode mocie yCTaHOBKM MOYEBOTO KaTerepa
BBISIBJSUIUCh ~ HEU3MEHEHHbIE  ApUTpPOUUTHL.  OTMeyanock
noBeimeHne onkomapkepa CA-125 no 85 E/mn (N 0-35 en/mu).
Hannune HeZoCTaTOYHOCTH KpPOBOOOpAIIEHUS HE BBHI3BIBAIIO
comuenust (NTpro BNP mnosemmen go 3786 nr/man (N 0-450
nr/mi)), ogHako HasHaueHHas Tepamus XCH ©He npuHocuia
cymectBeHHOro  3¢ddekra. MckmroueH  reHepaln30BaHHBIHN
CEeNTHUYECKH TPOIECC — MPOBOAMICA MPOKATBIIMTOHUHOBBIN
TECT, HEOJAHOKPATHO OaKTEPUOIOrMUECKOEe HCCIEA0BAHNE KPOBH.
He BbImonHeHb! 001U aHANM3 MOKPOTHI U MOCEB MOKPOTHI TaK
KaKk MOKpoTa He otaensiack. OT OpOHXOCKONUHU IalMeHTKa
oTka3zanack. Beiginensl runepkanHus (pCO, 74 MM.pT.CcT.),
runokcemus  (pO, 54  MM.PT.CT.), UYTO COOTBETCTBYET
neIxarenbHOW HenoctatoyHocTH I crenenu.

Hanapie  OxoKI: ®B 62 %, He3HaYNUTEIbHBIA
aoptanbHblii creHo3 (PGmax 18,4 mm. pt. cr., Vmax 2,1 m/c).
Cucronndeckoe AaBiICHUE B JIETOYHOM apTepUH MOBHIIIEHO 10 33
MM. PT. CT., YTO COOTBETCTBYET JIETOYHOW TrumepreH3uu 1
crenenu. ['uneprpodus nesoro xemygouka (MMMJIDK 149,5
r/M’, OTC 0,6). Pacmupenue neBoro mnpencepaus, IIpaBoro
npeacepaus (JIIT 4,2 cwm, TIIT 5,0x5,4 cm).

[To manueiM KT OI'K — nByCTOpOHHHI THIPOTOpakc,
TUJIPOTIEPUKApI, aTEPOCKIIEPO3 a0PThI, C 00EUX CTOPOH B HMHKHUX
OoTIeNax  OMNpeAensiach  04YaroBO-CIMBHAs — WHQUIBTpALUSL.
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V3MeHeHHMs paclieHEeHbl Kak 2-X CTOpPOHHssA Oa3aiibHas
IUIEBPOITHEBMOHHS.

IIpn xonTponsHOoM KT wuccinenoBaHuu, NMpOBENEHHBIM B
CBA3HU C OTCYTCTBHEM IIOJIOKATENBHON KIIMHUKO-
PEHTTEHOJIOTUYECKON TUHAMMKH, ONUCBHIBAJIUCH JIETOYHAs TKaHb
BHE BOCHAJINTENBHBIX U3MEHEHUN C  YIUIOTHEHHBIM
MHTEPCTULIMEM, MEJIKMMHU 10 4-5 MM TOJOCTAMH SMQHU3EMBI,
o0OraieHueM  COCYyIUCTBIX  DJIEMEHTOB,  JBYCTOPOHHUI
TMJIPOTOPAKC, IMPEUMYLIECTBEHHO  CIIpaBa, MUHUMAaJIbHbBIN
rUIpoNepuKapsl Ha (QOHE yBEIMYEHUs Kamep cepala,
JBYCTOPOHHSISI IIOJMCETMEHTapHAasi THEBMOHMS, HE3HAUUTEIIbHAS
oTpulaTeNlbHasl AUHAMUKA, B BUJAE yBEIMYEHUS MH(DUIBTPALNH,
KT mnpusHaku J€ro4HoM TIHIEPTEH3UH, NPEXKHAA yMEpEeHHas
TuMQOaJCHONATHS. CPEIOCTEHHBIX JUMQOY3I0B, nupy3HBIIH
THEBMOCKJIepo3, sMpuzema. ['maporopakc M ruaponepuxapi
pacueHeHbl Kak npossieHus Tsokenod HK mo mamomy kpyry.
IIpn ®B/I BBIABIECHO BBIPAKEHHBIE PECTPUKTUBHBIE HAPYILLICHMUS:
cumxenue XEJI o 0,61 1 (N 2,26 i), camxenue ODB o 0,39 1
(N 1,85 n), ungexc Tudduo 63,8 (N 74,3).

[Ipn HapacTaHuu OJIBIILIKH, PErUCTPUPOBAIUCH
HENPOJIOJKUTENbHBIE MapOKCU3Mbl (GUOPHIUISLIMN TpeAcepauit
1o 3-4 pa3 B Helem0. YUWTBIBasi OTCYTCTBHE ddeKTa oT Oera-
0J10KaTOpoB, OBLIO PELICHO Ha3HAYMTh aMHUOJApOH, Ha (oHe
IIpueMa KOTOPOro yAECPKUBAICS CUHYCOBBI PUTM.

TsokecTh COCTOSHUSL TAalMEHTKH Obula  00yclloBIIEHA
HapacTalOIUMH MPU3HAKAMH JbIXaTE€JIbHON HEAOCTAaTOYHOCTH B
COUETaHUU c IIPOSIBJICHUSIMU HEJ0CTaTOYHOCTHU
KpoBooOpainieHus. B Tepanuu sruniok, 3Hajmanpui, KapBeIWION,
Ja3UKC, BEPOLINMUPOH, H30KET, KOPAApOH, OKCHUICHOTEpAaIMs.
CocTosiHME TalMeHTKH IPOTrPECCUBHO YXYIIAIOCH.
PaccMaTpuBaioch HECKOIBKO IUArHOCTUYECKUX KOHIETIIIUI.

I. IByCTOpOHHS THEBMOHMS.

ITo nanubiM pentreHorpaduu U KT opraHoB rpyaHOi KIeTKH
BbISIBJICHHbIE HW3MEHEHHS pAcCUEHEHbl KaK 2-X CTOPOHHSSA
0a3anbHast 1uieBponHeBMOHUS. OpHako B JAMHAMHUKE Ha (hoHe
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aHTHOAKTepUANbHOW TepamMu C HEOJHOKPAaTHOM CMEHOM
npenaparoB  (megTuOyTeH, JeBodIoKcanuH, 1edrepas3oH,
aMMKallMH,  puUpaMIMLIWH,  LENaleHeM)  MOJO0XKHUTEIbHOM
JUHAMHUKU HE OTMEYaIIOCh.

Takum oOpa3oM, y TanUeHTKH 78 JeT KIMHUKO-
MHCTPYMEHTAJIbHAs KapTHHA HE COOTBETCTBOBAJIA ITHEBMOHMWH,
TaKk Kak MPUCYTCTBOBAJ psii INPU3HAKOB, INPOTHBOPEYALINX
JAHHOMY JIHarHosy, a UMEHHO:

1. nnuTenpHOE Hayaso C MOCTENEHHBIM HapacTaHUEM

OJIBIILIKH;

2. OTCYTCTBHE MOJIO)KUTEIbHON JUHAMHUKH OT

aHTHOMOTHUKOTEpAINH;

3. mpeobnanaHue KpenUTaluy B ayCKYJIbTaTUBHON KapTUHE;

4. OTCYTCTBHE MOKPOTHI.
II. Uckmouanace TOJIA B CBA3M C yXyAUICHHWEM COCTOSIHHS B
BUJe HapacTaHus onpluku. B munammke npu OxoKI' Hapocno
CUCTOJIMYECKOE JaBJICHUE B JIESTOYHOU apTepuu 10 78 MM. pT. CT.,
YTO COOTBETCTBYET JIETOYHOM THUNEpPTEH3UHM 3  CTENEHH,
yBenuuenue 111 5,2 x5,8 cm u ypoBHsa JI-numepa 1o 896 Hr/mi.
Ha VY3JI' cocynoB HIXKHMX KOHEUHOCTEH BBISIBIIEH TPOMOO3
CypaJbHBIX BEH IPABOM HMKHEM KOHEUYHOCTH C IMPOKCUMAJIBHON
rpaHuIeld  HEOKKIIO3MBHOTO  Xapakrepa ¢  (IOTHpYOIIEH
BEpXYILIKOM Oe3 mepexoja Ha mojakosieHHyro BeHy. Ilpu MCKT
naHHbix 3a TOJIA He BBISBICHO, MEJIKHE MPUCTCHOYHBIE
TpoMOOMacchl 3aJHE CTEHKH CyNpapeHaJbHOro  OTena
OpromrHOW aopThl. Ha3HaueHa ~ aHTUKoOAryjsHTas Tepanusi:
remapuH 10 teic. EJl 3 pa3a m/k.
1. Unuonatuueckuii (pudOpo3upyromnii albBEOIHT.
[TopaxxeHue nerkux B BHJE HMHOUIBTPALlMM  PACLEHEHO Kak
UAMONaTHIYEeCKU  GuOpo3UpyromUi  aJbBEOJUT,  OJHAKO
BBINOJIHEHHE OHOINCUM [UId BepH(UKalMW AMArHO3a Yy JaHHOM
NAIMEHTKH HE pPacCMaTpUBAJIOCh, T.K. OBUIO COIPSDKEHO C
BBICOKMM PHUCKOM OCJIOKHEHHH. CyliecTByeT AMArHOCTUYECKUE
KpUTEPUH, MTO3BOJISIIOIINE C OONBIION BEPOATHOCTHIO YCTAHOBUTH
IMarHo3 (puOpo3UpyIoIero aabBEOJMTa B TEX ClIydasx, Kormaa
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npoBeieHNue OMOTICUU HEBO3MOKHO. J{J1s1 yCTaHOBJIGHUS TMAarHo3a
HE00X0UMO, YTOOBI y MalMeHTa MUMENUCh YEThIpe U3 YeThIPeX
OONBIINX KpPUTEPUEB U XOTS OBl TPU M3 YETHIPEX MajbIX
Kputepues [3].

Maisle KpUuTepun:

6. Bo3pacT nauueHta crapuie 50;

7. TOCTENEHHOE HE3aMETHOE HAapaCTaHUE OJBILIKU;

8. TPOAOIKUTEIHHOCTH 3a00JI€BaHMSI CBBIIIE 3 MECSIIEB;

9. kpenuranus B HOKHHUX OTIEJNAX JIETKUX.

bonpmme kpurepun:

1. OTCyTCcTBHE CHCTEMHBIX_3a00JIeBaHUN COEAMHUTEIHHOU
TKaHU;

2. u3MeHeHHUs (QYHKUIUU BHEUIHETO ABbIXaHMsI, BKIIOYAIOIINE
PECTPUKTHUBHBIE U3MEHEHHS U HapyLIEHHE ra3000MeHa;

3. XapakTepHble HU3MEHEHHUs B Jerkux mo npaHHeiM KT
NOATBEPAUTh B  CTAallMOHape HE  MPEACTaBISLIOCH
BO3MOXXHOCTH,  H3-32  OTCYTCTBHSI  BO3MOKHOCTH
nposeaeHus KT BBICOKOTO pa3pelieHus;

4. or mpoBeneHUs  OPOHXOCKONMUH  pPEUIEHO  OBLIO
BO3/ICP)KAaThCS B BUJY OTKa3a MAIlMEHTKH U €€ OO0IIero
TSKEJIOTO COCTOSTHUSI.

Takum oOpa3om, KOIMUECTBO KpuTepHes (2 Oonblux, 4
MaJbIX) JOCTATOYHO ISl IOCTAHOBKH BEPOSITHOTO JMArHO3a.

CoBpemeHHast Tepanusi WHTEPCTULHAIBHOIO JIETOYHOI'O
¢ubpo3za mocTpoeHa, B  OCHOBHOM, Ha Tepanuu
KOPTUKOCTEpOUJaMH M LUTOCTaTHUKaMM, T. €. I[pernaparax,
CIOCOOHBIX ~ BO3/ACHWCTBOBATH  HA  BOCHAIUTENBHBIE U
MMMYHOJIOTHYECKHE 3BEHbsI pa3BUTHUA 3a0osieBaHud. basoit
TaKOro TOJIXOJa CIYXKUT TIOJNOKEHHE, UTO XPOHUYECKOe
BOCIIAJICHUE MPEIIIECCTBYET U HEHM30eKHO BeAeT K (pubdposy, a
arpecCUBHOE TOJABJICHHE BOCHAICHUS MOXET OJOKHPOBATh
nocieayromee GopMupoBanre GUOPO3HBIX U3MECHEHUH.

[Iupoxo UCTIONIB3YIOTCS TpH pexumMa
MIPOTUBOBOCTIATTUTEIILHOM TEpaIHu: MOHOTEPAITHS
rmokokoptukocrepounamu  (I'KC), komOunamus T'KC ¢
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azatuonpuHom u komOuHamuss ['KC c¢ mmkmnodochanom [8].
Tepanus mpoBOAWUTCS, KaK MUHHUMYM, B TE€YeHHE 6 MecsleB.
OO0s3aTenbHO  TIIATENBHOE  MOHUTOPHPOBAHHE  MOOOYHBIX
s dexToB Tepanuu.

B nannom ciydae 6bu1a Beiopana moHotepanus I'KC. ITo
pEeKOMEHJalMsIM HavajlbHasi CYTOYHas J03a MPEAHHU30JI0HA
COCTaBIsIeT | MI/KTI MIOEAILHOTO Beca B CyTKH (MakcumyM a0 80
Mmr/cyT). Uepes 4 Hemenu MPOBOAMTCS OIEHKA MEPEHOCHUMOCTH
TakoW  Tepanuu. Eciu  mpousomnio  yJydllleHHE WU
crabmnmm3anusi (yHKIMOHAJIBHBIX ITOKa3aTele, TO B TEUCHUE
MOCIEAYIOMUX 3 MECAleB CYTOYHYI J03y MpEeIHU30JI0HA
yMeHbIIaoT. [Ipyu oTcyTcTBMM OTBETa Ha CTEPOUABI 100ABISAIOT
a3aTUOTPUH.

Ha ¢done Tepanuu mpemuausonoHoMm B go3e 60 mr/cyT y
00bHON OTMeuanach BbIpAKEHHAs IMOJIOKHUTETbHAS AUHAMUKA B
BUJIC YMEHBIIECHUS OJBIIIKH, pPErpecca OTEKOB, YBEIUYMJIACh
MEPEHOCUMOCTh (hU3MuecKoi Harpy3ku. bonbHas Obliia BeIMHMCaHA
C PpPEKOMEHAAIMSIMU: JaJbHEHIIMA mpueM npennuzonoHa (40
MT/CYT, C TOCIHEAYIOIIUM CHUXCHHEM JI03bl), JajbHeiiee
HaOJII0JIEHUE Y ITyJIbMOHOJIOTa, THIIOTEH3UBHAs Tepanus, Tepanus
CeplIeYHON HETOCTATOYHOCTH.

AKTyambHOCTh JAaHHOTO HAONIOJCHHUS 3aKII0YaeTcsl B
JTUATHOCTHKE CPaBHUTEIBHO PEIKOW TMAaTOJOTMHM JIETKUX B
COUETAaHUM C TSKEION CepAeYHONM HEJOCTaTOYHOCThIO, U
CBOCBPEMEHHBIM HAYaJIOM JICUEHUS C OJIarompusTHBIM UCXOIOM.
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KopTukajabHblii H04e4YHbIN HEKPO3 HA (DOHE KPOBOMOTEPH €
MOYEYHOH HeI0CTATOYHOCTHIO IPH APTePHATbHOMI
THNEPTOHUY ¢ KAPAHUOMHUOINATHEHN U JIEKAPCTBEHHOM
(aMHHOIIMKO3HM/ABI) [JIyXOTOM

O.B. HUcaera, U.A. Konecuukona,
E.D. lkonsHukoBa, FO.JI. Kapaynoga, .A. bopucos

TepMmuHanbHas XpOHUYECKas MMOYEHHAs] HELOCTATOYHOCTh
(XTIH) mMmeeT mHUPOKYIO 3THONIOTHYECKYIO Tpupony. Hambomee
4acTbIMU €€ [pPUYMHAMU SBIAIOTCS  caxapHbld — Jualer,

TJIOMEpyJIOHEPPHUTEI, NHeT0HEePPUTHL TUIIEPTOHNYECKUN
He(PPOAHTHOCKIIEPO3, KHCTO3HBIE 3a0oseBaHus MOYEK.
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HeoOxomumMo ~ OTMETUTh  OMNpeneNeHHblE  TPYAHOCTH B
HO30JIOTMYECKON TMarHocTUKe Hepockiepos3a Jaxe Mo JaHHBIM
MYHKIIMOHHOM WJIM OmnepanuoHHON Ouoricuu. B cBsi3u ¢ 3tum y
psna OOJBbHBIX, HAXOAALIMXCS Ha JIEYEHHH TeMOAMAIN30M,
TOYHAs NpUYHHA CMOPILIUBAHUS MOYeK ocraeTcs
HEYCTAHOBJICHHOM.

Bonpnas 1., 40 ner, mamnsp, cuutana ceds MPaKTHUICCKH
3n0poBoi 110 aBrycra 2013 roma, orpuiiana BpeaHbIE MPUBBIYKU
(puc. 1). Dnm3oguveckn orMevana noBeimeHue AJl mo 160/90
MM PT. CT., HeperyjsipHo npuHumana kamoreH. C 09.08.13 r.
ynotpebnsiia BUHO, nmpuBe3eHHoe n3 Kapkasza. 13.08. mosBuimch
O0onM B SMHTacTpud, B CBSA3M C YEM INAlMEHTKA NpPUHUMAja
HIIBIT (20 TabneTok KeToHana) B TEUEHUE JIBYX HECIb.
CocrostHue pe3ko yxyammioch 27.08, mosiBuiach MeJeHa,
CPOYHO TOCHHMTAJIM3MPOBAHA B XHUPYPIUYECKOE OTJEJICHUE
OnMHIOBCKOW OOJNBHUIBI, TIE ITUArHOCTUPOBAHO JKEITYJOYHO-
KHLIEYHOE KpPOBOTEUEHHE, OCJIOKHEHHOE MacCHBHOM
KpoBomoTepeit  (remorniobuH 54 /1), TO TOBOJY Yero
HEOJJHOKPATHO MPOBOAMIACH TPaHC(Y3Us] KOMIIOHEHTOB KpPOBH
(opuTpoIMTapHast B3BECh, IU1a3Ma, amb0yMuH). [Ipu nmoctyrieHnn
oOpaiana BHUMaHue a3oTeMusi (KpeaTHHHH 596 MkMounb/m). B
xoJie 00ce1oBaHus OblIa BBISIBIICHA JICBOCTOPOHHSISI ITHEBMOHHUS,
JIBYCTOPOHHUI THAPOTOpAaKC (TPHUXKAbl IJIEBpalbHbIE MYHKIINH,
sBaKkyupoBaHo cymmapHo 3600 miu sxuuakoctu). C 27.08. mo
10.10.13 r. mpoBoAMNaCh WHTEHCHUBHAS aHTHOAKTepHUaIbHas
Tepanus (aMUKaIMH, HeQTPHAKCOH), TPOTHBOS3BEHHAS TEPAITHS C
HOJIOKUTEIbHBIM 3P dexToM. [lanrenTka roToBUIach K BBINUCKE,
HO B CBSI3M C BBISIBJICHHOU BBICOKOM azoTemuei (kpeaturud 1700
MKMOJIb/JT), aHypuel, 00bpHast ObLTa MepeBe/icHa Ha TeMOANAIU3.
Boemucana 10.10.13 1. ¢ ngumarHozom: «XIIH. f3Ba
JIBEHAIIATUIIEPCTHOW  KHUIUKU. SI3Ba  aHTpalbHOro  OTHena
Kemyaka W 9po3uu  kenyaka. CocrosiBiIeecs KETyJIO0YHO-
KHAIIEYHOE  KPOBOTEUEHHE  TKEJIOM  cTemeHH.  AHeMUs

CMEIIaHHOT O reHesa. ApTtepuanbHas TUIIEPTEH3US.
Kapanomuonarus. I'mpponepukap. JBycTOpOHHUI
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TUAPOTOPAKC. JleBocTOpOHHSA [THEBMOHHS. Jlerounas
TUMEPTEH3Us» JJIs MPOBEICHUS MNPOrpaMMHOTO TeMOAMAaIN3a
amMOynaTopHO 3 pasa B HEJEIIO.

[locne BBIMUCKM  TOCTENEHHO  pa3BUJAch  IOJIHAsS
HENPOCEHCOpHasi TYrOyXOCTb, CTajla IPOIPECCUPOBATH OJBIIIKA,
MOSIBUJINCh OTEKH HOT, moxynena Ha 10 kr B TedeHHE ABYX
mecsieB U 08.11. 6onpHast noctynuia B 'Kb Ne64 ¢ quarnozom:
«JInnstanmonHasikapauoMuonatus Hesichoro reneza. HK  2b.
Xpouunueckuit rnomepynonedpur. XbII 5 cragumy.

KanoObl mpu MOCTYIUICHUH: HA OJIBIIIKY, OTEKH HOT,
TITyXOTY.

Statuspraesens: COCTOSTHHE cpenHen TSDKECTH.
Koucturynuss HopMmocTeHndeckasi. [lojokeHHWe  OpTOMHOM.
KoxHbie TOKpOBBI OJIEIHONW OKpacKu, OAYTIOBATOCTh JIMIIA.
Bunumeie CIIU3UCTHIE BJIQJKHBIE, OneqHbIe.
V nosnersopurensHoro mutanus (MMT=21 xr/m”). Oteku cTor,
rojeHei. JlpIxaHue >XecTkoe, ociaabIeHO B HMKHHUX OTAENax ¢
JIBYX CTOpPOH, Oonbme ciueBa. XpuroB HeT. YJIJI 20/mun. [Tynsc
120/mun, putmuunsiii. AJl 200/130 mm pT. cr. ToHbl cepaua
SCHBIC,  PUTMUYHBIC, [YMOB  HeT. JKHMBOT  MSTKHH,
6e30one3neHnbid. [leuenr 12/3x10x8 cm. CenezeHka He
yBenuueHa.  CTya  peryispHblii, OOBIYHOTO  I[B€Ta U
KOHCUCTeHIIMU. ONUTroaHypHsl.

B o0mem aHanu3e KpoBH: TMIIOXPOMHAsE MUKPOLUTapHas
aHeMHUsl CpeHEH CTeneHH TsHKeCTH (reMoryioouH 89 r/i).

B Ouoxumuueckom aHanm3ze KpoBU: KpeaTHHUH 614
Mkmoue/i1, CK® (MDRD) 6,7 MJ'I/MI/IH/I,73M2, moueBnHa 9,0
MMOJIB/JI, 001nii Xonectepud 4,75 mmons/in, ['amma-I'T 217 E/n.

B oOmem ananmu3e MoOYM: HpPO3pPavyHOCTH — MYTHas,
nporeunypusi 1,94 r/mn, neiikorurypus 40-60 B 1.3p., yACTbHBIHI
Bec 1007, Gakrepun — 3HaYUTEIbHOE KOJIMUecTBO. CyTouHas

nporeunypus 0,27 r, cyrounsiii auype3 100 mo.

OKI': cunycosas Taxukapaus ¢ YCC 102 B munyty, 20C
OTKJIOHEHa  BJICBO, I'JIXK. OnuHo4YHast  KETyI0YKOBas
HKCTPACUCTOJIHS.
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VY3U nouek: nuddy3Hble U3MEHEHHUS TApEHXUMBI MOYEK,
MMOYKH YMEHBIIIEHHI B pa3dmepe (mpaBas 96*38 mm, neBas 83*48
MM), TonmuHa napeHxuMbl 13 MM, YJIC He pacmmpensl. B
pEeKUME IIBETHOIO JOMIUIEPOBCKOIO KapTUPOBAaHUS: Ppe3Koe
00eIHEeHUE COCYANCTOr0 PUCyHKa KOPKOBOTO BEILIECTBA.

Pentrenosiornuecku BBISIBJICH JIBY CTOPOHHUIA
THJIPOTOpAaKC, OombIle cieBa, ¢ ypoBHeM a0 VIII pedpa.

OI'/IC: anemusa causucto BepxHux otaenoB KKT.
[Tonun xapauos3odareansHoro nepexona. Hemonnoe cmbikanue
KapauH.

OXO-KI': pacimpenune npencepauit (11 4,4x5,4 cwm, JIII
4,7 cwm), runeprpodus neBoro sxemymouka (TMXKIT 1,5 cwm,
T3CJIK 1,5 cm, UMMIJIK 189 F/Mz, OTC 0,7 cM). YuioTHeHHe
CTBOPOK  aOpThl,  KJallaHOB. Huddysnoe  cHKeHHE
COKpaTHTENbHON cnocoOHocTH Muokapaa. ®dpaxmust BeiOpoca
39%. Juacronuueckass TUCHYHKIHS JICBOTO KEJIyJ0ouKa 2 THII.
CIJIA 27 mmM pr.cT.

B kapauonorndyeckoMm OTAEICHUM MPOBOJUIACH TEpAINUs
KapBenwionoM 12,5 MI/CyTKM, aMIIOIUIOMHOM 5 MI/CYTKH,
dypocemumom 40 wmr/cytkn. Ha ¢QoHe medeHus cocrosiHue
HECKOJIBKO YJIYYLIMJIOCh, OJIBIIIKA, OTEKH YMEHbLIWINCH, A]]
CTaOMIM3UPOBaHO Ha MejeBoM ypoBHe. [lo moBomy Mo4eBOit
uH(EKINN TMalueHTKa Mmoiydana 1edormnepa3oH B/B 1 r/cyTku ¢
MTOJIOKUTENBHOM JMHAMMKOM B BHUJE perpecca JEHKOLUUTYpPHH,
Oakrepuypun. TpukIpl B HEAENI0 MNPOBOJWINCH CEAHCHI
IIPOrpPaMMHOT0 T€MO/MAIN3a, a30TEMHUSI COXpaHsIaCh Ha YPOBHE
300-400 mxmonw/n. Ilpu BbImHMCcKe OTMETHIIA HE3HAUUTEIHHOE
YIIy4IlIEHUE CITyXa (CIABIILUT OYEHb TPOMKHE 3BYKH).

Wwmenucy  Oospliue  AMArHOCTMYECKHE  TPYJHOCTH,
YUUTHIBAS OBICTPOTY CUCTEMHBIX MIPOSIBJICHUH:
OBICTPOITPOrPECCUPYIOLIYIO A30TEMHUIO, BBIPAKEHHYIO CEPICUHYIO
HEJ0CTAaTOYHOCTh, XapaKTep MOpa)XeHHs MUoKapja (AWIsTanus
HoJoCTe mpexacepauii, 3HaUUTENbHAs TUHEPTPOUS JIEBOTO
JKEITyIouKa, HHU3Kash COKpATHTENbHAs CHOCOOHOCTh MHOKapja,
CKJIEpO3 KJIalaHOB), MPHU3HAKM NAaTOJIOTUU IEYEHHU, OTCYTCTBUE
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KOHTakTa ¢ OonbHOW BciencTBue rIyXxoTel. C  yyeTom
COBMECTHOTO IOpaXEHUSI IOYEK M CepAlla, BBIPAXKEHHOCTH
TUNEepTPO(UU CTEHOK JIEBOTO JKETyZ04Ka 00CyXKIaInuch 00JIe3HU
HaKOIJICHHUs, HO IIPHU MOBTOPHOM OMOIICUM JECHBl aMMJIOUJA He
BBISIBIICHO,  METOJOM  TE€HETHUYECKOro  HCCIENOBaHHUA U
OIpENIeIeHNs] aKTUBHOCTH allb(a-TanakTo3uaa3sl A HCKIIOYEHa
6one3upr @abpu [1]. Hanwume OeccMMNITOMHOTO TOpPaKEHUS
MOYEK, MOXYJIEHUs] B COYETAaHUM C MOJUCEPO3UTAMU IO3BOIMIH
3armoA03puTh TyOepkyne3 [2], mapaHeoNIacTHUECKU CHHIIPOM,
KOTOpbIe He ObUIM MOJITBEPXkKICHBI (B aHAIM3aX MOYH, MOKPOTHI
BK He oOHapyxeHbl, npu OOCIEJOBaHUU BBISBICH IOJUI
JKeIyIka, OMONTAaT KOTOPOTO KJIETOYHOW aTUIHMH HE BBISBHII, 110
JTAHHBIM BHU3YaJIM3UPYIOIUX METOJOB JTUArHOCTUKU B OpIOLIHOMN
MOJIOCTH, IMOJIOCTH MaJIOr0 Ta3a OIYXOJIEBOTO IIpolecca He
00Hapy’KeHO, OHKOMapKepbl OTPULIATEIIbHBIE).

BeccnopHo, TYroyxocTb MEHSIOIIEHCS WHTEHCHUBHOCTH
oOycnoBieHa  pa3HOOOpa3HOM  JIGKAPCTBEHHOW  Tepamueil
(amukanuH, nedrpmakcoH B TeueHue 1,5 mecsueB). CroxHee
OOBSICHUTh TEPMUHAIBHYIO @30TEMUIO MIPU OTCYTCTBHM aHAMHeE3a
B MPOILIOM, KOTOpas B COYETAHWU C NPOTEHHYPHUEH MOXKET
paccMaTpuBaThCsl KaKk B paMKax JIATEHTHO  TEKYILEro
riIoMepyioHegpuTa, Tak W THneproHmdeckor Hedpomatmu. C
JPyTOi CTOPOHBI, HAJTMYUE MYTHOH MOUH, OAKTEPUYpHUH, a TAKKE
HEKOTOpasi aCUMMETPHsS TI0YeK MOTYT CBHUJETEIbCTBOBATH B
nojap3y mnuesnoHedpura. B KkauecTBE NPUYMHBI CHUCTEMHBIX
nposieineHuit (Al', kapnuomuonatusi, XCH, maTosorus nedeHm)
obcyxnancs ankoroinb|[3] (hakT ynotpeOneHus JOMAIIHETO BUHA
B aHAMHE3€ HaKaHyHE YXYAIICHHs, YSeTHIPEXKPAaTHOE MOBHIIICHUE
I'amma-I'T), xotoperit Hapsny ¢ mpuemom HIIBII, BeposiTHO,

CIIPOBOLIMPOBAI XKEIIy JOYHO-KAIIEYHOE KPOBOTEYECHHUE.
MaccuBHasi  KpoBOIOTEps, pe3Koe OOeJHEHHEe IOYEHHOTrOo
KpOBOOOpaIeHUS MOTYT WHIYLIUPOBATH MIOYEYHYIO

appepeHTHYI0 Ba30KOHCTPUKIUIO C IIYHTUPOBAHUEM MTOUYEHYHOTO
KPOBOTOKA, HWIIEMHEW KOPKOBOIO CIJIOSl IMOYKH M CHH)KEHUEM
CKOPOCTH KJIIyOOUYKOBOM punbTpanuu [4].
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Takum oOpa3oMm, HaJM4YMe B aHAMHE3€ apTepUATbHOU
TUIEPTOHNN, YMEHBUIEHHBIX pPa3MEpOB IIOYEK B HACTOSIIEE
BpeMsl, SIHU30[ TSKEIOW KPOBOMOTEPU, Pa3BUTHE IMOCIE 3TOrO
MpOTrpecCcCUupyronen MOYEYHOMN HEJI0CTaTOYHOCTH Ha
TePMHUHAILHOW  CTaguM, TMO3BOJSIET CcHOpMyIHpOBaTh, Kak
HaubOosee BEpPOATHYIO, KOHLEMIHUIO MEePBUYHO-CMOPUICHHON
(TUIEpTOHUYECKOI) TOYKH, OCIJIOKHEHHOM, BEpOSITHEE BCETO,
KOPTUKAJIbHBIM HEKPO30M Ha (pOoHE KpPOBOIOTEPU C HUCXOJIOM B
TEPMUHAJIBHYIO  [OYEYHYIO HEJOCTAaTOUYHOCTh. [lanueHTtka
MOJIy4aeT JICYCHHE MPOTrPAMMHBIM TE€MOJUAIU30M, KOTOPBIM
cienyer MPOJIOJKUTb. Heobxonuma KOHCYJIbTaIUs
TPAHCIUIAHTOJIOTA JUIsl pEIIeHUsT BOMpOCa O TpaHCIUIAaHTAIlu|
MOYKHU.

CrnenyeT y4ecTb, 4TO K MOPAXEHHUIO MOYEK C MCXOJOM B
tepmuHanpHyo XIIH, momMuMo KpoBomotepu, MOIJIM HPHUBECTH
TpaHCc(y3usi KOMIIOHEHTOB KPOBH U HEPPOTOKCHUECKOE JICHCTBHE
aHTHOMOTHKOB  (aMUHOTJIMKO3UABI, 11e(aTOCTIOPHHDI) [5].
JlexapcTBeHHOE MOPaKEHHE MOYEK, KaK MPaBUIIO0, 10303aBUCUMOE
SABJICHHE, KOTOPOE MPEICKa3yeMO BO3HUKAET Yy IMAlUEHTOB C
BBICOKMM PHCKOM TIOBPEKJEHHUS TOYEK, HANpUMEp, MPU paHEe
CYIIIECTBOBABIIEM 3a00JI€BaHUM TOYEK, MPU HUCHOIb30BAHUU
OJTHOBPEMEHHO  HECKOJBKUX  TOKCHYECKHX  areHToB  [6].
BripakeHHOCTh HapylieHHs] (YHKIMHM TOYEeK TECHO CBSI3aHA C
pa3BUTHEM CEPACUHO-COCYAUCTHIX 3a0oneBanuil. [Ipu saTom naxe
ymepenHoe cHiwkenne CK® wunm mosBlIeHHE CPaBHUTEIHHO
HEOOJBIION TPOTEUHYPHH/ATOYMUHYPUH YBEIHYHUBAET PHUCK
Pa3BUTHS KapIMOBACKYJISIPHBIX 3a00JI€BaHUM M COMPOBOXKIACTCS
MOBBILIIEHHEM YPOBHS 00111eii cMepTHOCTH [7].

OCOOEHHOCTBIO MAHHOIO KIMHHUYECKOIO0 HaOIIONEHUS

SIBIISIETCS J€MOHCTpALIUS OTOTOKCHYECKOTO IEHCTBUS
AHTUONOTHUKOB (aMUHOTTTUKO3H/I0B) c HCXOJOM B
JIEKAPCTBEHHYIO TYTOyXOCTb. OTOTOKCUYHOCTD

aMHUHOIJIMKO3UJI0OB OOBSICHSIETCA ACHCTBUEM Ha HEHpPOAIUTENNH,
IIPOBOJHMKOBBIE OTIEIBI U KJIETKH 1P NPEAIBEPHO-YIUTKOBOTO
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MaumenTka LW, 40 net KB Ne 64
ABIYCT CEHTHEPL OKTHEPb 08.11.
0121 20M3r 20131 20131 20131
1 | | ]

|

'
| - Kapsegunon 12,5 ur
- AmnogunuH 5 mr

HIIBC 10.10.13

Tnyxora

HHBOTE

Onuroypua

|

[MAapoTopak

Cr| 594
Hy 54

P lemoTpancdyaua

WKK 2101130
A_,[I,, MM pT.CT.

160/100

Orenm HK

- Mpotennypus: 1.94 rin
- Ocapnok moyn: neik 40-60

Puc. 1. Cxema uctopun 6one3nu 6onpHoi 1.

a”Hanm3aropa. YacTtoTa, CTENEHb BBIPAXXEHHOCTU M CKOPOCTh
Pa3sBUTHSL OTOTOKCUUYECKUX SIBJICHUH CBSI3aHbI C PSJIOM (PAKTOPOB:
JIO3UPOBKOM Ipenapata (CyTOYHOM M Ha Kypc JICUEHMS),
COCTOSIHUEM BBIJICIUTEIBHOW (PYHKIMM TIOYEK, MOBBIIICHHON
WHAVBHUYaJIbHON UYyBCTBUTEIBHOCTBIO K AMUHOIVIMKO3MAAM U
JPYTUMHU  NPEIpacHoaraloliMMi  MOMEHTAaMHU. 3aBbIIICHHbIE
J03bl WM JJIMTEIBHBIM Kypc JIEYEHHs] aMUHOIIMKO3UAAMHU
ABIISICTC ~ 4YacTOM  NPUYMHOM  pPa3BUTUS  OTOTOKCHYECKHX
OCJIO)KHEHUH. A y OONBHBIX C HEIOCTaTOYHOCTBHIO TOYEK OHH
MOTYT BO3HMKATh M IPU BBEJCHMU CPABHUTEIBHO HEOOJBIINX
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03, B OONbIIeH CTENEHM TMPH TAPEHTEPATbHOM BBEICHUU
[8]. OcobenHo oOmacHO KOMOWHHPOBAHHOE IPHUMEHEHHE JBYX
OTOTOKCHYHBIX MpenapaTos, HaTpuMep, coueTaHue
aMUHOIJIMKO3UJIOB W 1e(daJoClopuHOB, KaKk B  HalleMm
KIIMHUYECKOM TIpUMEpe, YTO MOXKET YCHWIHTh TOKCHUYECKOe
JICCTBME KaK Ha CJIYXOBOM ammapar, Tak U Ha 1noyku. CoriiacHo
JTUTEPATYypPHBIM JaHHBIM, OTOTOKCHYECKHU 3(PdeKxT amukanuHa
ManoobpaTuM. Bo3MOXKHO yacTHUHOE BOCCTAHOBIIEHUE CIIyXa Ha
¢doHe MpoBeIeHUs TeMOANATN3A.
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MoOOYHBIE peaKIMU U KOHTPOJIh Oe30MacHOCTH JeKapcTB. M.:
OKCMO, 2008-275 c.

Boipa:keHHasi TPOMOOLUTONEHUS, JIEUEHHAS
POMUILIIACTUMOM, TPH UH(PEKIMOHHOM IHIOKAPAUTE
(S.aureus), ocJ10;KHUBIIEMCS a0CHECCOM KOJIbIIA
MHUTPAJIbHOIO KJIaNaHa

E.O. Koroga, FO.JI. Kapaynosa, A.C. MuiibTo

OpHuM U3 pelKUX U MPOrHOCTUYECKH HEOJIarompUsTHBIX
OCIIO)KHEHUH HMH(EKIMOHHOTO JHIoKapauta (MD) sBusercs
TpoMObouutonenus. OHa pa3zBuBaercs npudau3uTeNnbHo y 20-25%
MAIUEHTOB C MH(EKIIMOHHBIM SHIOKAPIUTOM U, KaK MPaBUJIO,
HOCUT XapakTep JIETKOM WIM YMEPEHHON CTENEeHU TAXKECTH.
Tspkenast TpOMOOLMTONICHHS BCTpedaeTcst KpaiiHe peako [1, 2]. B
€IMHUYHBIX OMHCAHMSX THKEIOH TPOMOOIIMTONEHNH OHA HOCHJIA
CMEIIaHHBI xapakTep (oOpa3oBaHHE ayTOAHTUTEN TPOTHB
TPOMOOLIUTOB C Pa3BUTHEM CUHApPOMa, HAINOMHUHAIOLIETO
TPOMOOIIMTONICHUYECKYI0 ~ TYpIypy,  yTrHETEHHE  POCTKOB
KPOBETBOPEHUSI B KOCTHOM Mo3re Ha (OHE XpOHHYECKOH
BAJIOTEKYIIeH WH(MEKIMM W XUMHOTEpAlHH, MaTOJIOTHYeCKOe
CKOIUIEHHE TPOMOOLMTOB B TUTAHTCKUX BEreTalusX).

[MpuBonuM HaOMIONCHUE MAUEHTKH C WH()EKIIMOHHBIM
SHIOKAPAMTOM, BBI3BAaHHBIM  S.aureus, OCJIO’KHUBIIUMCS
TSDKETIONW CTOHKOM TPOMOOIMTOIICHUEH.

[Tanmentka C, 29 ner, ObIa TOCHMUTAIU3UPOBAaHA B
pEaHNMAIIMOHHOE OT/IEJICHHE B KpailHE TSKEIOM COCTOSIHUHU B
CBSI3U C TSDKEJION OBIXaTEIbHOM HEIOCTATOYHOCTEIO.

B teuenue mocneqHux 4 neT JieYWsiach y cTOMaTroiora ¢
yIaJICHHEeM KapHO3HBIX 3y0O0B Ha BEpXHEU (0JMH 3y0 ¢ THOWHBIM
BOCIMIAJICHWEM) M HIKHEW democTsx. B nosiOpe 2012 r. Obuia
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BBINOJIHEHA OTEpanys MO0 YCTAaHOBKE HMMILIAHTOB HA BEPXHIOIO
YENIOCTh, OCJOXHUBIIASICS BOCHAJEHUEM C IOCIEIyoIIen
aHTHOaKkTepuanpHOW Tepanuedd, B sHBape 2013 r. ObUH
YCTaHOBJICHbl HMIUIAHTHI Ha HIDKHIO dYenmtocTh. Kakue-nmu6o
BpEJIHbIC IPUBBIYKN KaTETOPUUECKU OTPULIACT.

3abonema octpo 04.04.2013, korma TOBBICHIIACH
temneparypa 1o 40°C, compoBoXIaromascs 03HOOaMH.
Jleunnace camMOCTOSITENIbHO, OAHAKO, TEMIIEPATYpa COXPaHsIACh,
MPUCOSAVMHUIUCH MBIIIEYHbIE 00NM, HEOOJBIION CyXO0il Kallenb,
B cBBu c¢ yem 07.04.13 Obuta rocnuTanu3MpoBaHa B
uH(pEKIMOHHOE OTaeneHne BockpeceHckoil BOCHHON OOIbHUIIBI
Ne2. CocrosiHHe pacleHEHO KaK MHTOKCHKAalus Ha QoHe
BHEOOTbHUYHOW  TMHEBMOHHMH  (0€3  PEHTreHOJOTHYECKOTO
NOATBEPXKICHUs), HayaTta Tepanus O(IOKCAUHOM, OJIHAKO, C
y4eTOM coxpaHstoiencs auxopaaky, 11.04.13 npoegeHa cmeHa
aHTHOAKTepUaNbHOW Tepanuu Ha BaHkoMuimH 1,0 2 p/n,
no0aBiieHa MPOTUBOBHUPYCHASI, JE3WHTOKCHUKAIMOHHAS TEparmsl.
Buesanmno 12.04.13 nosiBuiuce pe3kue OO M OHEMEHHE B
mpaBoil Hore (mMOTpeOOBaBIIME TPUMEHEHHS TpaMmajoia);
13.04.13 BemmonHeHo Ha MPT ronoBHOro Mmo3ra BBISBICHBI
MHOTOYHCJICHHbIE OYaroBble MOpPaXXCHHs BEIIeCTBa JIEBOW 0NN
TOJIOBHOT'O MO3ra, COOTBETCTBYIOLIME KapTHHE HIIEMHUYECKOTO
nH(papkTa. JlromOanpHas MyHKIHUS 0€3 MPHU3HAKOB BOCHAJICHHUS.
14.04.13 B cBAI3M ¢  HapacTaloUlel  JbIXaTEIbHON
HEJOCTAaTOYHOCTHIO  BBIMIOJIHEHA  PEHTreHorpadust OpraHoB
rpyIHOU KIICTKH (ImarHoCcTUpOBaHA JIBYCTOPOHHSIS
HIDKHEI0JIeBast ITHEBMOHHS ), aXokapauorpadust (Ha
MEXKIIPEACEPAHON IEPErOpOJKEe HaJ IEpPeAHEW  CTBOPKOM
MUTpPAJIBHOTO KJIamaHa BbIsBICHA (JIOTUpPYIOLIAs BereTanus
1,9x1,3 cMm, peryprurauus Ha MUTPaJbHOM KJjamaHe 3 CT., Ha
Kiarmane J€royHoil aprepum 2-3 cT.). B moceBax KpoBW poCT
Staphylococcus aureus ¢ 4YyBCTBUTENBHOCTBIO K HMHIICHEMY,
nediokcaluny, ne@TpruakcoHy, reHTaMHUIIMHY, PE3UCTEHTHBIN K
nedTazuIumy. [TanmenTke TPOIOJIKHITI TEpaIuio
BaHKOMUITMHOM B TipexkHer noze (1,0 rx2 p/m).
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Ha OKI': cunycoBas Taxukapausi C MEpPEXOJOM B
GUOPWIIIANNIO  TpPEeACepaud ¢  YacTOTOM  JKEIyIOYKOBBIX
cokpauieHuit 1o 150 B MunyTy. B KpoBu: neiikonuTo3 10 24 ThIC
CO CHBHUTOM BIIEBO, THIIOXPOMHAs MUKPOIIMTApPHAS aHEMUS
(spurpouuTsr 2,7%10'%/11, remorno6un 77 r/im). OGumii aHanu3
mouu: poteunypus (0,165 r/m), sputporutypus (1o 100 B 11/3p).

Hecmotpss Ha mpoBOAMMYIO TEpamuio, COCTOSIHUE
MAlMEeHTKU MPOTPECCUBHO YXY/IIATIOCh, HapacTaja AbIXaTelIbHAs
HEJOCTAaTOYHOCTh, HMHTOKCHUKAlMs. PeHTreHoJormyecku OT
18.04.13 orpuuarenpHas JMHAMHKAa B BHUJIE€ HApaCTaHUS
WHOUIBTPAIIMU JO CYOTOTAJIBHOTO XapakTepa ¢ 0OCHX CTOPOH,
MOSIBJICHWE  JBYCTOpPOHHero  Bbimora. [lamuentka  Obuia
MHTYOMpOBaHa, HaUaTa PeCUpPaTOpHas MOAIEPIKKA.

B cBa3u ¢ HapacTaHWEM  TSDKECTH  COCTOSIHUS,
OTCYTCTBHEM KOHTpOJS 3a TedeHneM wuHPexkmuu 19.04.13
OonbHas OblIa mepeBeieHa B peannMaimonnoe otaenenue ['Kb
Ne64.

[Ipn nmocrymnenun coctosHHMe KpaiiHe Tsbkenoe. WBIL
Tenocnoxenue npaBUIbHOE, ACTEHUYECKOE, KOXKHbBIE MOKPOBBI
onennble, ceimk HeT. OTekoB HeT. Poct — 169 cM, macca Tena — 52
K, MHAGKC Macchl Tema — 17,9 kr/m’. Temmeparypa Tena —
38,0°C. JIpIxaHWE 3KECTKOE, OCJIA0JEHO B HIKHHUX OTJAENaXx,
€IMHUYHBbIE HE3BYYHBIC BIAXHBIE XPHUIBl C O0OOEUX CTOPOH.
Yacrota npixanus — 28 B MuHyTY. [Ipu aycKynbTamuu TOHBI
cepAla NPUrITyIIeHbl, pUTMAYHBI. CUCTOIMYECKHUM ITyM BO BCEX
TOYKax, MakcuMyM Ha Bepxymke. AJl 120/80 mm pt. cT. YacToTa
cepaeuHblx cokpameHuii — 120 B MuHyTy. JKHMBOT MATKMH,
0e30one3HeHHbIl. Pasmepsl meuenun mno KypnoBy 9-8-7 cwm.
Cerne3eHka HE yBEJIMYCHA.

B kpoBu: rumonporenHemus (oOmmuii Oemok 52,5 1/m,
anpOymuH 25,4 1/7), CMelIaHHas aHeMHsS CpeJHEH CTerneHu
TspKecTH (IpUTporuThl 2,45% 10/, reMornobun 75 1/1, Keneso
1,6 mxMonb/n, donueBas kucimora 3,3 Hr/mi), JabopaTOpHO-
BOCTIAJIUTENIBHBIA CUHJIPOM (JIEHKOIIUTHI 17,7><109/J1, /s — 7,
MetamuenonuTel — 2, C-peaktwBHBIM Oemox 1429 1/m,
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npokaneiuToHuH 4,32 nr/mn (Hopma go 0,05 nr/mm), COD — 80
MM/4ac), CKOpOCTh KiyOoukoBo dunsTpanmmu (MDRD) 109
MJI/MUH.

B o0uiem ananuse KpoBH NMPH MOCTYIUIEHUH TPOMOOITUTHI
— 480 TBIC.,, cO cHmkeHueM a0 19 teic. ot 30.04.13 (61
Ha3HayeH renmapuH B mpodunaktudeckord moze ¢ 20.04.13, c
nocienytomerd  ormeHo ot 30.04.13).  TpexkpaTHbIi
Oakrepuosornueckuii moceB kpoBu u I[P remokymbTyphI
OTpHIIATEIbHEIE.

PentreHonorn4ecku KapTvHa JBYCTOPOHHEH ITHEBMOHUHU
Ha (oHE SABIEHUH UHTEPCTHLHAIBHOTO OTEKa  JIETKHX,
JIBYCTOPOHHUH T'MJIPOTOpaKC. YIbTPa3ByKOBOE MCCIEIOBAHNUE!
0e3 maTosoru, ceiezenka He yBenndeHa. DI’ JIC B muHaMuke OT
08.05.13: pyOrmyromasicst si3Ba JTYKOBHIIBI 12-TIEPCTHON KHIIIKH.
OKI': cunycoBas Taxukapausi.

Oxokapaunorpadus npu NOCTYIUICHUHU: (pakuus BeIOpoca
JgeBoro xenmynouka — 64 %, Ha 3agHel CTBOpKE MUTPAIBHOIO
kiarana Bereranus (1,5%1,3 cm), HEIOCTATOYHOCTH MUTPAIBHOTO
KJIarnaHa 2 CTENEeHH, HEe3HAYUTEIBbHOE KOJMYECTBO XHJIKOCTH B
MIOJIOCTH MEpUKap/a.

Takum obOpazom, y 29-meTHel HalMEHTKH, 0€3 BPEIHBIX
NPUBBIUEK, IOCIE CTOMATOJOIMYECKHX MAaHUIYJSLMNA pa3BUIICS
MH(EKIIMOHHBIA SHIOKAPAUT MHUTPAIBLHOIO KiamaHa (2 OobIIuX
kputepusi DUKE — Beretaiu Ha MUTpaJIbHOM KJIallaHe, B MOCEBaX
KpoBU S.aureus U 2 MajbIX — JIMXOpaJIKa, apTepuanbHble IMOOINHU C
Pa3BUTHEM HIIEMHUYECKOTO MH(pAPKTa TOJOBHOTO Mo3ra). TedeHue
OHIOKapIUTa  OCJIOXHWIOCH JIBYCTOPDOHHEM ITHEBMOHHEH C
Pa3BUTHEM OCTPOH JbIXaTENIbHOM HEIOCTaTOYHOCTH 4 CTajaud,
notrpeboBagieit qmmrenbHor MBJI 1 nHbapkTOM TONI0BHOTO MO3ra
B JIEBOI remucgepe ¢ MpaBOCTOPOHHUM IFEMUIAPE30M, MOCIIEICTBUS
KOTOphIX Ha (hoHE Tepanuu perpeccupoBain. lIpoBoguiack
KOMOMHHPOBAHHOE aHTHOAKTEpUAIbHOE JIEUEHHE: MEpOIEeHEM -+
MOKCHU(IIOKCAlMH + 3MBOKC (JIMHE30JIM]), MEepeMBaHKUE IL1a3MBl,
SPUTPOLIUTHON MACCBHI.

Ha ¢one Tepanuu oTMedanoch BPEMEHHOE YIy4IlIEHUE
TedeHusl 3aboneBaHUsl (perpecc JIMXOpaaKH, YMEHbIIECHUE
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Beretamuii (0,7x1,0 cm), perpecc 1ab0paTOPHO-BOCTIAIUTEIIEHOTO
CHHIPOMA [JICHKOIUTHI 6,3><109/J1, C-peaktuBnbiii 6emok 0,8 1/,
npokansuuTonud 0,02 nr/mi], HapacTanue remorsioouna 1o 100
I/1, OTpHUIATEIbHBIE TOCEBHI KPOBH), OJHAKO, 4Yepe3 MeECsI]
aHTHOAKTepUAILHON Tepamuu TOSBHIACH MEJIKOMAIyJe3Has
CBhIlIb HAa HIDKHUX KOHEUHOCTSX, COXpaHsICsS cyOdeOpuInuTeT B
BEUECPHHUE Yachl, TPOMOOIMTONEHUS a0 22 ThIC., OTMEYAIOCh
HapacTaHWe CHUCTOJIMYECKOrO IIyMa Ha MUTpPaJbHOM KIlalaHe
(MK). IIpu xontpomnbHOit DXO-KI' - yBenuuyeHue pazmepoB
Beretanuii Ha MK ¢ nosiBnenuem HoBwix (1,1x0,5 u 1,5x0,5 cm),
nono3penue Ha nepdopanuro crBopku MK.

Y DNanMeHTKH HMENOCh HECKOJIbKO IOKa3aHWM s
HKCTPEHHOTO XUPYPTrUYECKOro JIeUeHUs (COCYAMCThIE IMOOIHH,
HEKOHTPOJIUPYEMOE  TeUYeHHEe  HWH(EKIMOHHOTO  MpoIiecca,
HapylieHne GyHKIMN KJIAMaHHOTO afrmapaTa), B CBSI3U C YeM OHa
Obl1a mepeBezeHa B uHctutyT uMmenu A.H. Bakynesa, rae mpu
YPE3NUILEBOIHON 9XO-KI' BBIABJICHBl  YIUIOTHUBLIHECS
BEereTalid Ha 3aJHEH CTBOPKE MHUTPAIBHOTO  KJamaHa,
JnecTpyKuus GuOpO3HOTO KOJbLIa 3a/IHEH CTBOPKU (BCKPBIBILIUKCS
abcrecc?).  JlaHHBIX 32 aKTHUBHOCTh  HMH()EKIIMOHHOTO
SHAOKApAWTAa HE TIOJNIy4eHO: CBIIb pAacleHeHa B paMKax
TPOMOOIIUTONICHUH, TEPUOANUECKUN CcyOdeOprmIuTeT — Kak
OCTaTOYHAas peaklys Ha MAaCCHUBHYIO aHTHOMOTHUKOTEPAIHUIO.
BBu1y OTCYTCTBUSI T€MOJWHAMHUYECKH 3HAYUMBIX HAPYIICHHA,
HAIUYUS ~ TSOKEIOW  TPOMOOIMTONEHHWHM  OT  AKCTPEHHOTO
MPOBEACHUS ~ XUPYPTUYECKOM  KOPPEKIMU  PEIICHO  OBLIOo
BO3JIEP)KAThCS, MAIlMeHTKa TMPOAODKHUIA  KOHCEPBATHBHOE
JICYCHWE C TOCICAYIONIMM JWHAMHYSCKAM  HAOIIOACHHEM
KapAHOXHPYpramH.

Ha ¢one mnponomkeHuss aHTHOAKTEpHATBHON Tepanuu
(meporieHeM + MOKCHQIOKCAllMH + 3UBOKC, C 3aMEHOH Ha
pudaMnuIMH) OTMEYalach TOJIOKHUTENbHAsT JUHAMHUKA —
1a60pPaTOPHO-BOCTIATTUTENbHBIH CUH/IPOM perpeccupoBat
MOJIHOCTBIO M HE HapacTall, TMaTOJIOTHYECKOTO pOCTa B
TeMOKYJbTYpe HE OINpEAeNsioch, TeMIepaTypa HE MOBBIIIANACD,
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npu DXO-KI' monoctes abciiecca caHUpOBaHa, BETETAllUU
nepeIHer ¢ 3aJHE  CTBOPKM  YMEHBIIWJIUCh,  OJHAKO,
COXpAaHsJIaCh TPOMOOIUTONEHUS C HEKOTOPHIM HapacTaHUEM
ypoBHS TpoMOoIruToB a0 77 Thic. 24.05.2013 manueHTka Oblia
BHIMIIICAHA HAa aMOyIaTOpHOE JOJEYMBAHHE C TIPOJOKEHHUEM
npuema pudamnuiunaa mo 600 mMr x 2 p/a B TeUeHHE 2 HECIb.

UYepes 10 MECSILEB nociie 3aBEpPUICHMUS
aHTUOAKTEPUATHHOM TEepaluy JIMXOpaJKa HE PEeIUIUBHpOBAA,
npu DXO-KI' ordernvBas MONOXKUTEIbHAs JMHAMHKA B BHJE
OpTraHW3aIliy BETeTAlUN, YMCHBIICHUS CTEIICHU PETyprUTAIHH,
OJIHAKO, TpoAoJDKala coxpaHaTbes TpomOomwmroneHus (0-10
THIC), YTO COMPOBOXKIAIOCH TOSIBJICHUEM CBHIIIM HAa HIWKHUX
KOHEYHOCTIX.

OOcyxmancss TeHe3 TPOMOOIMTONCHUHM: B  paMKax

rermapuH-uHIy TUPOBAHHOM, AHTHOMOTHKOACCOIIMMPOBAHHOM,
VIHETEHUSI KOCTHOTO Mo3ra Ha (OHE  XPOHHYECKOTO
UH(EKIIMOHHOTO nporiecca, BBI3BAHHOTO S.aureus,

ayTOMMMYHHOM peakuuu ¢ 0Opa30BaHMEM ayTOAHTHUTEN MPOTHB
TPOMOOIIMTOB, TUTIEPCILICHU3MA.

Beipgenstor agBa  TMHAa  renapuH-UHIYLUPOBAHHOU
tpombouutoniennu (I'UT): 1 Tun (HeuMMyHHas) W 2 THI
(ummynHas1). [T 1 Tunma Bo3HuKaeT B mepBble 2-4 CYTOK,
o0yClIOBJIeHAa AarrjJloTUHAIe TpPOMOOLMTOB Ha Ha4YaJlbHOM
JTale Tepanuyd TenapuHaMM, HE MPUBOAUT K MAaJCHUIO
TpoMOouuToB Hike 100 (umu He OGonee 50% OT UCXOAHOTO
yycina), He TpeOyeT OTMEHbl  TEMapuHOB,  IMPOXOJAUT
camoctositenbHo. [T 2 Tuma (MMMyHHas) — OCIOKHEHHUE
TepalMyl  TIEMapuHOM, BBI3BAHHOE HMMYHHOM  peakiuein
opranu3ma. PasBuBaerca y 0,5%-5% manueHToB, MOTYyYaromInX
KOHCEpBATHBHYIO TEpamuio remapuHom, B 1,7 pa3 yame y
keHIMH. OObIYHO HaumHaeTcs depe3 5-10 mHeil mocne Havana
tepanuu renapuHoMm [3]. CorjzacHO KpUTEpUSM JIHATHOCTUKU
TpoMOouuTonieHnu «4 T» (Tabin.l) y Hamiei manueHTKH UMeeTcs
6 OanoB, YTO COOTBETCTBYET BBICOKOW CTEHEHH BEPOSITHOCTU
pazsutus [ UT 2 tuna [4]. bonbHOM HEOJHOKPATHO MPOBOAUIHNCH
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nabopaTOpHbIe aHAJIM3bl HA OMpEAETICHUE AHTHUTEN K TelaphHy

meronom HW®PA Elisa,
OTpI/IHaTCHBHBIMI/I,

orcytctBus ['UT [5, 6, 7].
C yd4eToM OCHOBHOTO 3a00JIeBaHUS MAIIMEHTKE B TCUCHUE

JIUTCIIBHOI'O

BpEMEHU

OJIHAKO,
YyTO SBJILICTCA a6COJIIOTHBIM HpI/ISHaKOM

BCC

MIPOBOIUIIACH

TECTHI

OKa3aJIucCh

MacCCHBHas

AHTHUOMOTUKOTEpAINUsl ¢ HEOJHOKPATHON CMEHOH mpemnapaToB. Y
BCEX ITHX NpPEmapaToB B KauecTBe M0OOYHOro 3(pdekra onmucaHo

pa3BuUTHE  0OpaTUMOIA
BCTpEUAIOTCA OTIMCaHHSA
TPOMOOLIMTOTICHUH,

Opnako, BO  BCeX  ciyyasix

TPOMOOIIUTONICHUU.

B mureparype

MMMYHO-OIIOCPEIOBAHHOMN

YPOBEHb

00yCIIOBIEHHON BaHKOMHUIIMHOM [8, 9].

TPOMOOLIUTOB

BOCCTaHaBJIMBAJICA IPU OTMEHE Ipernapara. Y Hauleld ManueHTKH
MOCJIE OTMEHBI aHTUOMOTHUKOB MPOIIIO OoJiee 6 MeCsIEB, OTHAKO,
YPOBEHb TPOMOOIIUTOB MPOJIOJKAET OCTaBaThCsl HU3KUM [10].

Tao6auma Ne 1. Illkaaa T. Warkentin u N. Heddle
«4yerbipex T» s ounenku I'UT

20-100 x 10%/1

Bepostrocts TUT Bannst (0, 1, 2 114 kaka0# U3 KaTeropuii: MaKCUManbHO BO3MOXKHOE
Gasubl: KOJI-BO 6aJlIoB = 8)
6-8 = Bricokas
4-5 = Cpennsist 2 1 0
0-3 = Huskas
{ TpomGormtos >50% [ TpomGorTos Ha 30-| { TpomGormToR <30%
TpomOoLuTOneHUs WU 10 50% wau 10 uii MeHee 10 <10 x

10-19 x 10°/n

10°/n

OuyeBHHOE HAYAIIO
Mexay S u 10 qaewm;
WK MEeHee, 4eM 3a |

{ TpomGoumToB

Jpyrux npuYuH st
Tpomborronenun HeT

Her apyrux npmuans ¢
TPOMOOIIMTOB

. Pa3Burue
«TaliMUHI» CHW)KEHUS | JIeHb (€C)IU MalueHT CJIMIIKOM paHo (ecnu He
TPOMOOIUTONIEHUHI
TPOMOOLIMTOB MO/IBEpTajcs focze 10 s OBLIO HEJTAaBHO TEPaIun
rerapuHOTepaIuy B rernapuHOM)
TEYCHHE MOCIESIHUX
100 nHei)
Hogbie TpomM603BI, IIporpeccupytomue
TpoM0OO03bl WK Jp.  [HEKPO3bI KOXKH; OCTpast| WM PEKYPPEHTHbIE
MOCIEACTBUS (HAIPUMEp| CHCTeMHas peakuust | TpPOMOO3BI, SPHUTEMBbI Her
MIOBPEXKJCHHS KOXKH) | II0C)Ie BBEICHHS JJO3BI | Ha KOXKe; TPOMOO3bI
rerapuHa elle He JOKa3aHbl
B03MOXHEI U ipyTHE OnpenieneHHO

NpHYHHBT &
TPOMOOIIMTOB

CYILECTBYIOT U ApyTHE
00BEKTHBHBIE IPUUHHBI
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B nurepatype BCTpeTHIUCH Ba KIMHUYECKUX OTMHCAHUS
TSKEION TPOMOOIMTONEHUH MPH UH(EKIIMOHHOM SHAOKAPAUTE,
BBI3BAHHOM CTapUIOKOKKAMH. B MIePBOM ciydae
tpomGoumTonenust (10x10°/1) Gbuta cBsi3aHa ¢ 0Gpa3soBaHHEM
rUranTckoil  Bereramuu  S.epidermidis Ha  3IEKTpoaax
KapAHUOCTUMYJISITOPA, TMpPH THCTOJIOTHYECKOM HCCIEA0BaHUU
KOTOpPOW  BBISBIIEHO OTPOMHOE KOJHYECTBO TPOMOOIIMTOB.
AnTubakTepuanbHas Tepamnus, NepeluBaHue TPOMOOLUTAPHON
Maccel, miasmadepes, MyiabCc-Tepamnus MPEIHU30JIOHOM — 0Oe3
spdekra. I[locme XHPYPrHUECKOro JICUEHUS C  yIAICHUEM
AIIEKTpOa Ha  BTOPOM  JIeHb  HAONIONAIoCh  TOJHOE
BOCCTaHOBJICHUE YPOBHS TpoMOo1uToB [11].

Bo BTOpOM citydae umena MecTo IMMYHOOIIOCPEOBaHHAS
tpomGormronennst  (8x10°/m)  Ha  OHE  XPOHHYECKOTO
BAJIOTEKYLIETO  MH(EKIMOHHOTO  JHAOKapauTta.  McxomHo

IIPOBOIUIIOCH JIeYeHUE TIIIOKOPTUKOCTEPOUIaMH,
UMMYHOTJIOOYJIMHOM, BUHKPHUCTHMHOM, [JaHa30J0M IO TIOBOXIY
UIMONIaTUYECKON (MMMYHHOIA) TPOMOOLIUTONIEHUYECKOMN

nyprypbl, 0e3 sddekra. bpin 3amogo3peH MHPEKIMOHHBIN
SHAOKAPAMT, OAHAKO, TMpu  TpaHcTopakaibHOl  OXO-KT'
BereTanuii He oOHapy>keHo. B moceBax KpoBU M KOCTHOI'O MO3ra
onpexensicss poct Cardiobacterium hominis, merogom MDA
Obutn  oOHapyxeHbl IgM aHTHTENna K TJIMKOIPOTEUIOBBIM
perienitopam  TpombOoruToB  IIb/Illa u  Ib/IX u IgG x
rnukonporeuaam Ib/IX. Ha done anTuGakTepuanbHOU Tepanuu
(nedrpuakcon-+unpodaokcanuH) Yepe3 7 HeIelnb YpPOBEHBb
TPOMOOIIMTOB MOJHOCTHIO BOCCTAHOBHJICS, TPOMOOLIUTOTIEHUS HE
penuauBupoBaina [12].

NHpEeKIMOHHBI  SHIOKApAUT  BbI3bIBAET HWMMYHHBIN
OTBET, KOTOpBIM NPUBOAUT K OOPa30BaHMIO CHELMPUUECKUX
(IpOTHUB MIMKONPOTEUOBBIX perenTopoB TpomOouuToB IIb/Il1a u
Ib/IX) u necnemmduuecknx anturen [13-15]. OOGpazoBanue
crnenu(UYecKux aHTUTENl MIPOUCXOIUT KpailHEe peaKo, Jalle Mpu
N3, BeBanHoM S.aureus [16]. Lupkymupyromnme UMMyHHBIE
KOMILJIEKChl MOTYT NPUBOJIUTH HE TOJBKO K TPOMOOIMTONECHMUH,
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HO U TE€MOJINTHYECKOM AHEMHUH, IMOYEYHOW HEIOCTATOYHOCTH.
Taxxke mpu cerncuce pacnpocTpaneH remodaronuros (10 78%) u
oOeqHEHNEe KIETOK KOCTHOIO Mo3ra Ha ()OHE XPOHHUYECKOTO
BOCHIAVIMTENBHOTO Tponecca [17-22].

Hama mnanuenTka ObUTa yCHENIHO KOHCEPBATHBHO
npojeyeHa, JaHHBIX 32  aKTUBHOCTh  HMH(EKIMOHHOTO
SHAOKApAUTA HE TNOJy4eHO (JIMXOPAJKH HET, IMOCEBbI KPOBU
crepunibibl, Tipu  ODXO-KI' opranuzamuss Bereranuid ¢
YMEHBIIICHUEM  CTETEHW PEeryprutaiud Ha  MHUTPaIbHOM
kjnanaHe). bonpHas Obl1a HEOJHOKPATHO KOHCYJIBTHPOBaHA

reéMaToJI0TrOM (MOHHUKN), JBaXXK bl BBIIIOJIHSJIACH
TpPEnaHoOOHOIICUsl ¢ MCCIEAOBaHWEM KOCTHOro Mo3ra (Ha 0Oaze
OI'bY I'emaTosornueckoro HayuHnoro entpa

Munsapascorpasutust Poccun), HO maTolnoruu pocTKOB KPOBH, B
TOM 4YHCI€ M TPOMOOLUTAPHOrO, IOJYy4Ye€HO He ObLIO.
Omnpenensics ypoBeHb TPOMOOIUT-aCCOLIMMPOBAHHBIX AHTUTEIN -
320 % ot xontpons (Hopma a0 200 %), ogHAKO, 3HAYCHUS OBLITU
paclieHeHbl KaK KIMHUYECKM He3Hauumble. B pamxax
TMIIEPCIJICHU3Ma  pa3BUTHE  TPOMOOLMTONEHUM y  Halei
NAlMEHTKH TaKXe MaJlo BEPOSTHO B CBSI3U C OTCYTCTBUEM
YTHETeHUsl APYTUX POCTKOB KPOBHM (aHEMMH, JICHKONEHUH) U
HaJIMYMEM HOPMAaJIbHBIX Pa3MEPOB CEJIE3EHKHU.

B Hacrosmiee BpeMs IAUMEHTKAa HAXOMUTCA  HaA
CTUMYJIITOpaX TPOMOOLIUTOB (SHIUIEUT - POMMILIOCTUM, 1O 250
MKI' B HEJENI0, I/K), Ha (OHE YEero COXPAHSAIOTCS 3HAUCHHS
TPOMGOINTOB Ha ypoBHE HOpMambHBIX (180-200%10°/1), HO mpH
OTMEHE IpenapaToB KOJIMYECTBO TPOMOOIIMTOB CHOBA CHIXKACTCS
<10x10”/m.

Takum 00pa3om, reHe3 Takoi CTOWKON TPOMOOIIUTOIIEHUN
OocTaeTcs 10 KOHLA HE SCHbIM, HECMOTps Ha XOpOIIUM
KJIMHUYECKHH, Ta00paTOPHbIM M MHCTPYMEHTAIbHbIN 3¢ deKT oT
tepanuu. [lanmenTka mnpojoykaeT HaOmoAaTbesl Ha Kadenape
¢dakynpTerckoii Tepanmuun u B MOHUKMU, o6cyxnaercs
BO3MO>XHOCTh NPOBEJICHUS JIEUYECHUS TIIFOKOKOPTUKOCTEPOUIAAMH,
noropHoe ompenenenue AT k TpomOouutam (€ y4eTom
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rmukonporennoB  IIb/Illa w  Ib/IX),  HEOOXOAUMOCTH
CIICHIKTOMHUH.
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Myxkonoaucaxapuao3 VI tuna
¢ MYJbTHCHCTEMHBIM MOPAKEHHEM: JIeYEHHE HATIA3UMOM

A.C. Ilucaprok, I1.B. Jlazapes, B.B. Uenb1os,
T.B. JloGxkanua3e

Mykonoaucaxapu103bl — 3TO camble 4acTo
BCTpEYarouIrecs: TU30COMHbIe Oone3Hu HakorueHus. [Ipu stoit
NATOJIOTUM B pe3yabTaTe HEAOCTAaTOYHOCTH JIM30COMAJIbHBIX
dbepMEeHTOB  MeHseTCs Karabolu3M OCHOBHOTO  BEIIeCTBa
COCIMHUTEIIBHOW  TKaHM  —  [IMKO3aMHUHOTIMKaHOB  [1].
[TporcxoauT HaKOIUJIEHHE MX B JIM30COMAaX KIIETOK, YTO MPUBOIUT
K TpyObIM KJICTOYHBIM HM3MEHEHHSIM U  (HOPMHUPOBAHUIO
XapakTepHON KJIMHUYECKOW kapTuHbl [2]. B 3aBHcHUMOCTH OT
neduiuTa ONpeneNeHHBIX (EpPMEHTOB, B HACTOSIICE BpeMs
BBIICTISIIOT 14 TUMOB MyKomonucaxapuao3oB (tadm. 1) [3].
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Tadmmua 1. Knaccudukarus Mmykomnosarcaxapuao30B

Tun MIIC HazBanue Hedunut pepmenra
MIIC IH Cungpom I'ypnep (Hurler) a-L-unyponunasa
MIIC IS Cunnpowm Illeite (Scheie) A-HIypOoHHIa3a
MIIC IH/S Cungpom Typnep-Llleite (Hurler- a-umyponnpasa
Sheie)
MIIC II Cunzpom Xanrepa (Hunter) HuaypoHaT-2-cynbdarasa
MIIC IIT A Cungpom Candumumnmo (Sanfilippo) remapan-N-cynabdarasa
MIIC I B a-N-
ALETUINTIOKO3aMUHHIa3a
MIICIII C Anerun-KoA a-
[ITFOKO3aMUHUTHHALIC THI
TpaHcdepasza
MIIC III D N-aneTniriroko3aMuH-6-
cynbdarasza
MIIC IV A Cunnpom Mopxkuo (Morquio) rajakTo30-6-cyibdaraza
MIIC IV B B-ranmakro3ugasza
MIIC VI Cunzipom Maporo-Jlamu N-anerwiragakro3aMuH-
(Maroteaux-Lamy) 4-cynbdaraza
MIIC VII Cunnpom Cras (Sly) B-rroKypoHuIasa
MIIC IX Cunzpom aeduimra ruanypoHunassl I'magyponunasza
(Natowicz)

Myxononucaxapuno3z tuna VI (MIIC VI), cungpom
Maporo-JIamMu, Ha3BaHHBIN TakK 110 UMEHAM BIIEPBbIE ONUCABIINX
ero B 1963 . Bpaueit — 3T0 nM30cOMHas 00J€3Hb HAKOTUICHMUS,
BbI3BaHHAsl CHM)KEHHEM KOJIMYECTBA WM HapylIEHUEM (QyHKIUH
depmeHTa N-anerniranakro3aMuH-4-Cynbharasbl
(apuncynbgarassl B (ASB)), koTopas nposiBiisieTcsi B MOCTENEHHO
YCHITUBAIOIIEHCS 3a/IePIKKE POCTA, TPUBOISIICH K KapIUKOBOCTH,
BbIPAQ)KEHHBIM CKEJIETHBIM nedopmanusm, JIMLIEBBIM
mucMopdusaM, OOCTPYKIMM BEPXHHX JABIXaTEIbHBIX IyTEH,
NaTOJIOTHH CEepAECYHO-COCYIUCTOM CHCTEMBI, MapeHXMMAaTO3HBIX
OpraHoB (TenarocIuieHOMETanus), a3 (IOMyTHEHHE POTOBHULIbI),
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ciyxa (TyroyXxocTbh), MPH 3TOM y OOJBHBIX Halle HaOIomaeTcs
HOPMaJIbHBIA UHTEIUIEKT [4].

Msb1 npuBonuM omnucanve mnanueHtkn ¢ MIIC VI ¢
MYJBTUCUCTEMHBIM  MOPAKCHUEM  (MMOPAKEHHUE IEHTPaTbHOM
HEPBHOM CHCTEMBI, CEPACYHO-COCYAMCTOM CHCTEMBI, IJa3,
OTIOPHO-/IBUTATEILHOTO aIlliapaTa u APYyTUX OpraHoOB).

[MarmenTka b., 19 ner Habmomgaercs B craimonape ¢ 2010r.

W3 anamueza: OOa poxutens pomoM u3 ApMeHHH, B
HACTOSIIIIUA MOMEHT TpoxuBalT B Poccun. B 6mu3koMm ponctee
Ipyr ¢ npyrom He cocrtost. [lanmeHTka — TpeTuid peOeHOK B
CeMbeE, NIBOE CTAapIIMX JAeTel 370poBbl. HacnencTBeHHOCTH 1O
00JIe3HSIM HAKOIUJICHHSI B CEMbE HE OTSrolleHa. bepeMeHHOCTh U
POIBI MaTepu MPOTEKaau 0e3 0COOCHHOCTEH, (PU3HOIOTHUSCKHE.
Bec pebenka npu poxxaennu 4100 1, pocT mpH poxKASHUU 52 CM.
Ho 2,5 nmer  pasBuBanach HOopMaibHO. B 2,5 roma oOparuinm
BHHUMaHue Ha Kocorasue. B 4 rona Obla oOHapyskeHa MynoyHas
IpbKa M KOHTPAKTypbl KPYIHBIX CyCTaBOB. BIiepBbIe aMarHo3
MIIC 3amomo3peH B MATHIETHEM BO3pacTe, KOrna CTalu
HaOIIOaTh 3aMEAJIeHHue, a BCKOpEe, M IIOJIHOE IpeKpalleHue
pocra, nedopmanuu ckenera. B mkonmy momuia ¢ 7 JeT,
noyumnach g0 4 wmacca. C 10 ner crajgo HaOMOIATHCS

nporpeccupylouiee CHIDKEHME  3peHHs, Torma ke
JUArHOCTUPOBAJIM  TMOMYTHEHHE  pOTOBHUIlbl,  Ha4yaJbHYIO
KaTapakTy, JIUCTpOdHIO cetuatku. IlocreneHHO 3peHue

yXyAllagoch, M B 12 JeT [eBOYKA IMOJHOCTHIO OCIEIUIa,
BCJIEZICTBHE TOTAJIBHOI'O MOMYTHEHHS POTOBMIBI OOOMX IJIa3 U
YaCTUYHOW aTpouu 3pUTENBHBIX HEpBOB. B 13 yeT B cBs3M C
HapacTaHWeM r'ujporedaluy 1 BOSHUKHOBEHHEM OOLIEMO3TOBBIX
CUMIITOMOB (TOIIHOTA, TOJIOBOKPY>KEHUE, TOJIOBHBIE O0M) Oblia
npoBeJieHa ornepauus BEHTPHUKYJIOIEPUTOHEATILHOTO
IIYHTHPOBaHUS, Ha (oHE dYero BHIICyKa3aHHBIE CHUMIITOMBI
YacTUYHO perpeccupoBanu. B 15 ner Obuta obcnenoBaHa B
nabopaTropuu HACJICIACTBCHHBIX Ooyie3Heidl oOMeHa BemiecTB. [lo
pesynbTataM oAHOMepHoro siaekrodpopeza I'Al’  BbiBieHa
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MOBBIIIEHHAsT ~ AKCKpEUUss ¢  MOUYOM  JepMaTaHcyibdara
(xonnentpanus Al cocraBunma 37,7 mr/mMM kpearuHuHa,
Bo3pacTHast HopMa 0,3-2,6 Mr/MM KpeaTHMHHHA), YTO XapaKTEPHO

mig MIIC VI o 16 gjer MPOBOIWIIOCH  TOJBKO
CHUMIITOMATHYCCKOC JICUCHUC (B KauCCTBC CAUHCTBCHHO
BO3MOYKHOTO). C 17 JIeT Hayara eXXeHeoeIbHas

(depMeHTO3aMecTUTEeNbHAsL Tepanusl mpenaparoM HariasuMm (B
Poccuu mpenapar 3apeructpuposan 15.07.2009 1.).

Jlanuele (uznyeckoro oOcCIenoBaHUSA TMEpe]] HavaIoM
TEepanuu HArlla3uMOM: COCTOSIHUE OOJBHOM CpelHeH TSIHKECTH.
He Bugut. Kontakty nocrynna. ['onoc ocuruisiif, Hu3kuii. [ pyboe
CTpPOEHHE KOCTEH IUIEBOro yepena (T.H. raproMIMYECKU TUI
muua). lonuxonedanus. Koporkue, TOICTbIE MabLb.

JIMcnponopIMOHAIBHOCTD TEJNOCIOKEHNS: KOPOTKANA TOPC,
KOpOTKas Liesl.

[TonoxxeHne aKTHBHOE. YIOBIETBOPHUTEIBHOIO ITMTAHUS
(Poct 99 cm, Bec 21 &k, UMT=22 KF/MZ). [Tyxmbie TyOBbl,
acCUMMETpHUsl JIMLA, JBYCTOPOHHUHI »3k3o(drampM. Koxa wu
BUJMMBIE CIU3UCTBIE Cyxue. [Ja3Hple sI0JIOKM ManbIaTOPHO
HE3HAUMTEIbHO HamNpsyKeHbl. HeBbIpa)KeHHbIE  KOHTPAKTYPBI
KPYIHBIX U MEJIKMX CycTaBOB. OTEYHOCTh HM)KHUX KOHEYHOCTEH:
CUMMETPHUYHBIE OTEKH IOJICHEN U CTOIL.

I'pynHas kneTka KugockoanoTHueckas. Yactora JbIXaHus
16 B muH. JlpIxaHH€  BE3UKYJISPHOE, €IUHUYHBIC BIIAXKHbIE
MEJIKOITy3bIpuaTble XpHIbl B HIDKHUX OTJEJaX O0OUX JIerKHX.
Bepxymieunblidi  TONYOK HE HM3MEHEH, paclojiokeH B V.
Mexpebepbe cMelleH BiaeBo Ha 4,0 cM. [ paHUIIBI OTHOCUTENBHOM
CeplIeuHOl TymocTH: IMpaBas — Ha 1,5 cM KHapy>Xu OT IPaBOro
Kpas rpyauHsl. JIeBas 1o nepeaHen MoAMBIILIEYHON JIMHUU. TOHBI
npuntymensl, akueHT [I tona Ha aopre. Lllymsl — cuctonnyeckuit
B I, IV u V Ttoukax. Ilynmec 88  ya/MuH, pUTMHUHBIH,
ynosneTBoputesibHOTO HamomHeHus. AJl 130/80 MM pt. cT. S3BIK
OOJIO)KEH Yy KOpHfA, HE€  YBEIMYeH B O00beMe,  BIaXKHBIM.
MuHganuHbel  yBEIMYEHBI ¢ 00eux cTopoH. Kapuo3usie 3yObl.
Kusor He yBeNIHUYEH, MSTKul, Oe30one3HeHHbIdl. [leueHn
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YBEJIMYEHA, BBIXOAMT M3-TON Kpas pebepHoil ayru Ha 4,0 cm.
CeneseHka mNajbNHUpPYyeTCA, HE BBICTYNAeT M3-1MOA pedepHOro
kpas. CTyn — CKIOHHOCTB K 3aropam.

B KpoBu: remornobuH 144 r/n, nekoumtbl 5,5 x 10° n, COd
6 mm/uac, aucamnungemua (INHM 3,31 mmonb/n, xonectepuH
5,38 mmonb/n).

Mpn Y3W opraHoB OpHOWHON MNONOCTM U MNOYEK —
ymepeHHan renatocnaeHomeranus.

OXO KI': ¢paknus BbiOpoca neBoro xemyngouka 60%;
KOHIIEHTPHUYECKas runepTpodus JIEBOTO JKeTyIouKa
UMMJDK=97 1/M>, OTC=0,45); yMepeHHBIi CTCHO3
mutpaisHoro kinamana (PG 10 mm pr. cr, S=1.7 em?). O
pa3Mepax IMoJIoCTel cepaia CyIuTh CI0XKHO, T.K. €CJIM OL[EHUBATh
WX TI0 KPUTEPHUSAM JIJIsl B3POCIBIX MAIMEHTOB 18 JeT HopMaibHON
Macchl Tela W pocTa, TO OHM HE paciupeHsl. Eciam ke
CpPaBHHBATh UX C TOKA3aTEIsIMH, XapaKTePHBIMH ISl ICBOYCK 5-
JeTtHero Bo3pacta, To Hampumep, KJIP JDK mnpessimaer 95-it
MPOLICHTHIIb, & AUAMETP JIEBOTO Mpeacepauit — 99-i.

OKI': putM mnOpencepaHblid, BO3MOXKHO CHHYCOBBIH,
aNIeKTpUUecKas och OTKJIoOHeHa BieBo, [JIXK (mo Kophenbckomy
KpUTEpPHUI0) B TpaBbIX TIpyaHbix oTBeAcHusx (V1-V4)
JKENYIOYKOBbIM KoMIUiekc Tuma QS, BeposSTHO 0OOyCIOBIIEH
MIOBOPOTOM Cep/ilia TI0 YaCOBOI CTpEJIKe.

[Tonucomuorpadusi: BpIsIBIEHO HapylIeHHWE JbIXaHUS:
MHJICKC alTHOA-TUIOINHOE (CpeHee KOITUUYECTBO SMU30/I0B 33 OJUH
yac cHa) 24/yac, uWHAEKC Jecarypanuud (YUCIO SIH300B
cHmkeHus SaO2 Gonee uem Ha 4%) 64/yac. Henb3st UCKIIOUUTH
YacThIe CIOpaInYECKue CUHOATpHUAIILHBIC OmoKabl,
aCCOLIMMPOBAHHBIE C alHOZ/TUIONHO?. 3aKIIOYEHHUE: CHUHIPOM
00CTPYKTHBHOTO alHO? CHA TSHKEJIOW CTETICHH.

CMA/: napymiena cyrtouHass nauHamuka CAJl B Buzge
CTaOMIIBHOM apTepHUaIbHON TUIEPTOHNH HOYBIO.

XM OKI:  3apeructpupoBaHo 2 5»Hu30[a dJEBalUU
cermenta ST Gomee 1.0 Mm. MakcumanbHas naysa 1,047 ¢ B
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8:24. BpeMeHHOH aHaiIu3 puTMa Cepila 3a CyTKH — YCHUIICHHE
CUMITaTHYeCKuX BIussHUA Ha cepaue. [IU 1,15 (Hopma 1,24-1,44).
Murpanust BOoAMTENS pUTMA M3 CHHYCOBOIO y3Jla B MHOKapn
IIPABOTO IpEACEpaus.

Pentrenorpagust opraHoB TpyIHOH KIETKU: CepAle C
YBEJIMYEHUEM JIEBBIX OTAEIOB (KApAMOTOpAKaJIbHBIM HHJIEKC -
60%), 4TO MO3BOJIIET AMATHOCTUPOBATH KaPIUOMETAJIMIO.

UccnenoBanne ¢ynkmum merkux: JKEJI  28,1% or
nomxHoro, ®XKEJT 32% ot nomknoro, O®B1 He onpeneneHo.

Tect 6-MuHYTHOW XOABOBI: TpPOIAECHHAs IUCTAHIMS
cocrasisieT 80 METPOB.

b1 BeicTaBneH ciepyroumii  auarHo3:  OCHOBHOI:
Myxononucaxapugo3z VI Ttuma (curmpom  Mapoto-Jlamu).
OcnoxHeHus: AprepuanbHas TUIEpTeH3us, craaus 3, puck 4.
Konnenrpuueckas runeprpodus JeBOro eiyaouka. YMepeHHbIH
MUTpaJIbHBIM cTeH03. CHUHAPOM OOCTPYKTHBHOIO aIrlHO? CHa.
Xponuueckas cepaeuHas HegoctatouHoctb. NYHA 3-4 ©K. HK
2b cr. KommeHcupoBaHHasi OOCTPYKTHBHas THIpoIedanms,
BEHTPUKYJIONIEPUTOHEAIbHOE IIyHTMpoBanue B 2010 . OU
Perunonartus ceryarku, nonHas ciuenora. Kudockonuornyeckas
nedopmanus IpyAHON KJIETKH. ConyTcTByOIINN:
MHOX€eCTBEHHBIN KapHec.

Takum oOpa3om, TsKecTb COCTOSHUS — OOyCIIOBJIEHA
HEBPOJIOTMYECKUMU HapyIICHUSIMH, norepeu 3peHus,
CKEJICTHBIMU  JleopMalMsIMU M KIMHUKOW  HapacTaromei
CEplIEYHO-COCYIUCTON HEIOCTAaTOYHOCTH 1O 000MM Kpyram
KpOBOOOpAIlleHUsI.  YpPOBEHb  IMEPEHOCHUMOCTH  (hU3HYECKOMH
Harpy3skd 1O JaHHbIM O-MHHYTHOIO TecTa C XOAbOOH
cootBeTcTBYeT 3-4 ®K mo NYHA, T.e. 6Mu30K K MUHUMAIBHOMY.
Taxke HMMEIOTCS MHOXECTBEHHBIC (DaKTOpPBI pHCKa CEpACYHO-
COCYOMCTBIX  3a0OJIEBaHMI:  IUCIMOUAEMUS, apTepHalibHas
TUIEPTOHUS, CHHIPOM OOCTPYKTHUBHOTO allHO? CHA.

Haia GonbHas ObL1a BKIIIOYEHA B PETUCTP U1 IPOBEACHUS
Tepanuy (EepMEHTO3aMEIIAIOIIMM [pernaparoM Harasum —
€IMHCTBEHHBIM IaTOT€HETUYECKUM CPEICTBOM JICYEHHS U
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MAlMeHTOB C JaHHOW  martonorumeir. Ha ¢done perynspHOoit
(bepMeHTO3aMECTUTENILHOM Tepanuy B TeueHue 3 JIeT 0TMEYaJIOCh
yiaydlleHue  KadecTtBa  Jku3HU.  OIeHKa  KIMHUYECKOM
3¢ (EeKTUBHOCTH IpernapaTa OLEHUBAJIACh 110 U3MEHEHUIO YPOBHS
A’ B wMoue: HaOmOAANOCh YCTOWYMBOE MPOTPECCHUBHOE
CHIDKEHME WX KOHLeHTpanuu. Yepe3 9 mMecdieB HempepbIBHON
®3T yposenp skckperuu ['Al' ymensmmics Brpoe (12,5
MI/MMOJIb KpeaTHHWHA), a dYepe3 24 Mecsla JIOCTUT YpPOBHS
HOPMAaJIbHBIX 3Ha4eHUil. Kpome TOro yMEHBIIWINCH pa3Mephl
neyeHu u ceneszeHku (mo nanueiM Y3U). Poct yBenuuwmics Ha 7
CM, BeC Ha 5 KI, HaOMOAANOCh YAy4YIIeHHE TMOABMKHOCTU
KPYIOHBIX M MEJIKHX CYCTaBOB KOHEUHOCTEW, YBEIWYWIACH
aMIUTUTya CTUOATeIbHBIX U pPa3ruOaTeNbHBIX JBUKCHHH B
MO3BOHOYHOM cTOj10€e. PerpeccupoBanue MpU3HAKOB CEPACYHON
HEI0CTAaTOYHOCTH (yBEJIMUYEHUE AMCTAHLUU B TECTE 6-MUHYTHOMN
x07160b1 10 160 M, yMeHbIlIEHHE OKPY>KHOCTH rojieHei Ha 1,5 cMm ¢
MCYE3HOBEHHEM OTEKOB, HMCUE3HOBEHHE XPHUIIOB B JIETKHUX).
Heckonpko ynmyummnuck mokazarenu CMAJL (Al HOublO Ha
BEpPXHEW TpaHHIle HOPMBI), MOIUCOMHOTpaduu (MHIEKC amHO3-
rurotHO?  18/wac).  KynmpoBamuch  ronmoBHbIE O0mMHM |
TOJIOBOKpYXeHUs. B mokazarensx oOmero axaam3a KpoOBH,
OMOXMMUM W3MEHEHUW He Habmonanoch, mnokazarenu OB/
JOCTOBEPHO HE HW3MEHWINCh, COXPAaHsUIACh CJENoTa |
BBIpaXeHHBIE Jedopmanuu ckenera. [lo6ovHbIX 3¢ (dekToB u
IJIOXOM  TIEPEeHOCMMOCTHM  HE  BbIABIEHO. B kauectBe
CUMITOMaTUYECKOM Tepanmuu OJHOBPEMEHHO ObUIO HayaTo
JedyeHue OMCOMPOJIONIOM C MENJICHHOW TUTpauuend 1o3bl 10 7,5
MT/CyT, TpoBOmMiIach (u3noTepanus, jedeOHas (GUKyIbTYypa,
KOHCEPBATUBHOE JICYEHUE MYTIOYHOU TPBIXKHU.

Yacrora BosHukHoBeHUst MIIC VI coctaBnsier 1 cimyuail Ha
238 000-300 000 yenoBexk. Ha ocHOBaHMHM HAHHBIX O YacCTOTE
BO3HHKHOBeHUs cuntaercs, uto B CIIIA mpoxusaer ot 50 10 300
naueHToB U okojgo 1100 OonmbHBIX B pa3BUTHIX CTpaHax.
CeneKTUBHBIM CKPUHUHT TOMYJISIIMM  BBICOKOTO pHUCKA B
bpazunun oKaszaill, qTO0 19% HanueHTOB C
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mykononucaxapunozom crpaganu MIIC VI. Xors MIIC VI ne
CBA3BIBAIOT C  ONPEIENCHHBIMM 3THHYECKHMMM TpyIIaMHu,
peruoHoM 3¢ dexkra OCHOBATENs MPEANONIOKUTEIBHO CUYHTAIOT
cesepnyto [lopryranuto ninm bpasumnuto.

Boinensitor nBe opMbl OOJIE3HH — JIETKYIO M TSDKENYIO,
OpU4YeM KIMHUKA 3aBUCUT OT BpPEMEHM BO3HUKHOBEHMS M
cKopocTH nporpeccupoBanus 3adonesanus [5]. MIIC VI otHoCST
K 3a0oneBanusiM ¢ ['yprep-nogoOHbM (peHoTUIoM. BoNbHBIM ¢
«'ypnep-nonoOHbIM»  (PEHOTUIIOM  CBOWCTBEHHBI ~ BHEILIHUE
cnennduyabie pu3Hakd. OOBIYHO OHU MPOSIBIISIOTCS 33aCPHKKOI
pocTa, TUCTIPONOPLUUOHATIBHBIM CTPOEHHEM CKesleTa (KOpOTKHe
TYJIOBUILE W Iles, JUIMHHbIE KOHEYHOCTH), IpyObIMHU uepTaMu
auna, KOCTHhIMH Aedopmarusamu  (kudosbl, Ku(OCKOTHO3BI,
BOPOHKOOOpa3HbIE nedopMarm TPYIHOM KJIETKH),
TYTONOABIKHOCTBIO KPYNHBIX M MEJNKHX cycTaBoB. Hapsay c
ATUM OTMEYAIOTCSI MAaKPOIJIOCCHSI, TIOIHbIE I'yObl, THIIEPTEIOPU3M
I71a3, 3anaBliee NMepeHoche, IUcTpodus 3yOHOM smanu, Kapuec,
rernaTocIjieHOMErallis, IyHOYHbIE U  [aXOBO-MOIIOHOYHbIE
IppDKM, Truneprpodus AUMMQPOUAHOTO INIOTOYHOTO  KOJIBLA.
TunuyHa naTosorus LEeHTPaIbHOW HEPBHOM CUCTEMBI (CHI)KEHUE
MHTEJUIEKTa, MHOINA JIOBOJIBHO TIpyOo€), OpraHoB 3peHHs
(mOMyTHEHHE  pPOTrOBHLBI, [JIAaykoMa), cliyXa (TyroyxocTh
pasNUYHOM  CTemeHw), a  TaKkKe  CepAla,  COCyloB
(HemOCTaTOYHOCTh  KJIAAHOB  CepAla, THIepTpopuvecKas
KapaIuoMHuomnaTrus) ¢ OpOHXOJETrOYHOM  cHUCTeMbl  (amHoe,
CHHYCOOpPOHXOIIAaTHH C OOpa30BaHHEM OOWMILHOTO KOJHMYECTBA
CJIM3UCTO-THOMHOTO OTAENSAEMOr0).

V¥ nmanuenTos, ctpagatoumx MIIC VI uwacto BcTpewaroTcst
aHOMaJIMM ceplla, KOTOpble HHOTAA CTAHOBATCS NPUYMHON
JeTaJpHOro ucxona. PasBurhe cepaedHOl HETOCTaTOYHOCTH Yy
NAalMEeHTOB, CTPAJAIOMUX MYKONOIMCAXapH103aMH CBA3aHO C
aHOMAaJIbHBIM HAKOIUICHHEM JepMaTaHcylb(ara B cepale Hu
KPOBEHOCHBIX COCYyAax, IPU 3TOM C BO3PAacTOM HaOIIONaeTCs
MPOTPECCUPOBAHUE  CEPACYHOW HEAOCTAaTOYHOCTH. [lepBbIM
cumnromoM nopaxkenust cepaua npu MIIC VI uame sBnsercs
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MPOTPECCUPYIONIAsl MATOJIOTHs KIIAMaHOB cepAna (CTEHO3 W/HWiu
HEZ0CTaTOYHOCTh). Kak mpaBuio, Goiiee BBIPAKEHO MOPAKCHHE
MUTPAJIBHOTO W  AOpPTaJbHOTO KIIAMAHOB, OJHAKO, MOTYT
3aTparuBaThCs Bce KiamaHbl cepamna [6]. Hapsgy ¢ mopokamu,
MOTYT HaOIIOAaThCS KapAHOMHONATUH, GUOPOIIACTO3, JIerouHas
TUNEPTeH3UsT W Je(eKThl TPOBOASIICH cucteMbl cepana [7].
[TopasxkeHue cepila MOXKET KaK MPOTEKaTh JATEHTHO, TaK H
MPUBOAUTH, HANPUMEP, K BO3HUKHOBEHHIO OCTPOH CEpACUHOMU
HenoctarouHocTu [8]. Y  mamumentoB ¢ MIIC VI wgacto
orMevatorcst aHoManuu Ha OKI. HauOonmee wactble u3 HuHX:
CHUHYCOBasl TAXUKapJusi, OTKIIOHEHUS 3JIEKTPUUYECKON OCH cepana
BIIPAaBO M BJIEBO, YBEIWYCHHUE TpeAcepauid. Y OSTUX OOJIbHBIX
TaK)Xe MOXKET OBITh apTepuaibHasi TUIEPTOHUS, KOTOPasi HEPEIKO
00yCJIOBJIEHA CY)KCHHEM aopThl WJIM TOYEYHOM apTepuu WIH
XPOHUYECKON MIEPUOANYECKON TUIIOKCHEN MOYEK.
Kapnuomuonaruss npu MIIC VI peaka u He cuurTaercs
XapaKTEepHOU st 3a00JIeBaHMSL.

l'unpouedanusi, mopakeHWe  CIUHHOTO  MO3ra |
KOMIIPECCUOHHBIE HEUpONaTHUH SABIAIOTCS CAaMbIMH YacThIMH
HapyILIEHUSAMH CO CTOPOHBI HEPBHON CHUCTEMBI y TAIMEHTOB C
MIIC VI. bonee penku Takue HapylIEHHUs, KaK LIEpBHUKaJIbHAs
MUEJIONATHsI ¢ HECTaOWIBHOCTBIO TEPBOTO M BTOPOTO IMICHHBIX
MO3BOHKOB MJIM KOMIIpeccueil cmuHHoro mosra [9]. OObraHO
MaldeHTaM C TaKUMH aHOMAJIUSIMA  JUArHo3  CTaBUTCS
HECBOEBPEMEHHO, BCJIEACTBUE YEro HE BOBPEMSI HA3HAYAETCS
nedenre. CuuTaercs, 4YTO TIOBBIINIEHHOE BHYTPHUEPEITHOE
napneHue y manveHtoB ¢ MIIC VI BbI3BaHO yTONIIEHHEM
TBEP/IOMl MO3TrOBOW 0OOJOYKH M AUCPYHKLIMEH apaXHOMIAIbHBIN
rpanyssanuil. Jluarnoctuka coobmatromnieiics runpouedanuu gaxe
¢ npumeHeHneM KT wmmm MPT wacro 3arpynHeHa, MOCKOIBKY
pacIIupeHue KeIyJOUYKOB MOKET ObITh CBSI3aHO ¢ aTpodueit Kopsl
TOJIOBHOTO MO3ra, IOATOMY MOXET TMOTpeOOBaThCS MPSIMOE
M3MEpPEHUE BHYTPUUEPENHOTO JaBieHUS. TUNUYHBbIE MNPU3HAKU
0OCTPYKTHBHOH THAponedany, Takue Kak TOJOBHBIC OOJM IO
yTpam, pBOTa M OTEK JMCKAa 3PUTEIIBHOIO HEpBa, U3MEHEHUs Ha
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IVIa3HOM JTHE 3a4acTyl0 OTCYTCTBYIOT. Y HEKOTOPBIX MAallMEHTOB
Ha 9TOM (POHE MOXKET OTMEYAThCS PE3KOE YXYALICHHE 3PEHUs.
IIporpeccupyromas  KOMIPECCUOHHAs ~ MHEJIONATHUS  MOXKET
3arparuBarb CMHHOM Mo3r mamueHToB ¢ MIIC VI Ha pasnHbix
y4acTKax, XOTS 4Yallle BCEro IOpaXkaeTcsl IIEWHBIA OTIe.
[IpuyrHOM STOM MMATOJOTHUM MOXKET OBITH MPOTPECCUPYIOIICE
HAaKOIUICHHE NIMKO3AMUHOINIMKAHOB B  TBEPAOHW  MO3IOBOU
000JI0YKE W  NOAJAEPKUBAIOIIMX  CBA3KAX, BBIPAXKEHHBIN
KH(OCKOINO3 U KOCTHBIA CTEHO3. V3HauanbHO KOMIPECCHOHHAs
MUENIONAaTHsi MOXKET IMpOSBISATbCS B BUAE  OCJIA0IeHUs
CYXOKWJIBHBIX Pe(IIEKCOB MPU HEBPOJIOTUYECKOM OOCIIEI0BaHU,
OJTHAKO MO3KE Pa3BUBAETCS CJIA0OCTh B HUKHUX KOHEUHOCTAX U,
BIIOCJICICTBUY, CIACTHYECKas Maparuierus WIN KBaJpUILIETHUS.
Kak npaBuno, npu 1:000M BOBJICUEHUH LEHTPAJIBbHON HEPBHOMN
CUCTEMBbI HHTEJUIEKT Y OOJIbHBIX OTHOCUTENILHO COXPaHEH.

Yacro nabmonaeTcst moreps 3peHus. [IpuunHamu ee MOTYT
ObITh KaTapakTa, IJIaykoMa, pPETHHONATUs U KOMIIPECCHs
3pUTEIBHOTO HEPBA.

I'en VI tuna myxonomnucaxapunosa (ARSB - arylsulfatase
B) xapTupoBaH Ha JUIMHHOM IUIEYE XpOMOCOMBI 5 B yyacTke ql1-
ql3, umeer anuny 206 Kuno6a3z M cOmepKUT 8 SK30HOB. [eH
apwicynbdarazsl B xogupyeT ogHOMMEHHBIH (DepMEHT, KOTOPBIii
OCYLIECTBIISIET TUAPOIIN3 cynb(haTHOM IpyHIbI N-
alleTWITaNakTo3aMUH-4-cynbdara,  aepMmaran  cyibdara |
xoHapoutuH-4-cynbdara [10]. Apuncynedaraza B cocroutr us
492 aMUHOKHCIIOT H UMEET MOJIEKYIApHbIH Bec 47 kDa. MyTanun
B rene ARSB Benyt kx passututo MIIC VI. JIHK-muarnoctuka
3a0oneBaHusl MOKa3aja, 4TO OoJblIas 4YacTb MyTamuil y
POCCUICKUX OONBHBIX SBISIOTCS HOBBIMH, CPEId KOTOPBIX Yallle
BcTpeuaeTcs myrtanus R152W (okono 1/3 mamuentoB) [11]. Tun
HacJeoBaHUs 3a0oseBaHus ayTocoMHO-peneccuBHbIil. MIIC VI
XapaKTepU3yeTcsl BPOXKACHHBIM JeQHUIUTOM apuicyibdarazbl B
(ASB), omHoro wu3 mATH (EPMEHTOB, HEOOXOMUMBIX IS

pacilernyieHusl JaepMmaraHcyibpara — Ba)XKHOIO KOMIIOHEHTa
COCIMHUTENbHOW TKaHU. JlepmaraHcynbdaT conepKuTcs B
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COEIMHUTEIIBHON TKaHW pa3HbIX OpPraHOB, B TOM YHCIE KOXH,
CYXO)KMJIUH, KPOBEHOCHBIX COCYIOB, JbIXaTe€NbHBIX MyTeH u
KjanaHoB cepaua. IlocreneHHoe  HAKOMJIEHHE IMPOAYKTOB
pacmnaza aepMmaraHcyib(ara B JU30COMax BCEX KIETOK MPUBOAUT
K HeoOpaTWMMbIM TIOBPEKICHHUSM KJIETOK UM TKaHed W,
COOTBETCTBEHHO, K AucyHKIMn opranoB. MIIC VI nposBrsercst
TOJBKO Yy MAIMEHTOB C TSKEIBIM ACPHUIUTOM (epMEHTATUBHON
aKTUBHOCTH apuJcynbdarassl B (06b14HO Menee 10% oT HuKHEH
IpPaHULBl HOPMBI). Y HOCHUTENEH OIHOTO aHOMAJBHOIO aJuIeis
COXpaHsAEeTCs JA0CTAaTO4YHas aKTUBHOCTH (pepMeHTa, O3BOJISIONIAs
n30exaTh IposiBIeHUl 3a0oneBanus [3, 4].

3apyOekHble MCCIeI0BaHMs Tokaszanu, 4yTto B reHe ARSB
BBISIBISIIOT MUCCEHC U HOHCEHC MYTalluH, JENelUH, WHCEPIHH,
MyTallMu caiiToB cmiaiicunra. HauOonee wacThiM aienem
apisieTca amnens ¢ Myrauueil ¢.629A>G (p.Y210C), kotopslit
HaxomaT y 18% mamuenroB. Kpome Toro wacro BcTpeuaroTcs
myTamuu ¢.1151G>A (p.S384N) — 12,4% mnanuentos; c.944G>A
(p-R315Q) - 11,4% mnamuentoB. OcTanbHBIE MYyTallud
coctaBnaT 10% cioyuyaeB. HekoTopble MyTanuu HE MOTYT OBITh
0oOHapyKeHbl C MOMOUIbI0 CeKBeHUpoBaHUs. Ecin myranuil He
oOHapyxkeHo B AByx amensx reHa ARSB, To pexomenmyercs
IPOBECTH MOUCK JE€JEelMi TeHa C HCIOJIb30BaHUEM TaKHUX
METOZIOB KaK TOJMMEpa3Hasl IeMHas peaklus B pealbHOM
BpPEMEHU WA CEpUITHOMN CpPaBHUTEIBHOU TEHOMHOM
rHOPHUIU3AIIHH.

Ha puc.1 pusenen anroput™m auarnoctuku MIIC VI. Kak
TOBOPUJIOCH paHee, BCE DJJIEMEHTHl JUAarHOCTUKUA  ObLIN
BBIMIOJIHEHB!  JUISl  Halle [NanueHTKH, 3a HUCKIIOYEHUEM
MOCJIEHETO: MOJIEKYISIPHO-TEHETHUECKOE TECTUPOBAHUE
BBITMIOJHSIETCSI UCKJIOYUTEIBHO C  HAayYHO-UCCIJIOBATEIbCKON
uenbto [3].
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Kiannuveckoe nonospenue Ha MIIC VI: ckejieTHble aHOMAJIUM "
JMeBoi (penoTun

3adop Moun 171s uccaenopanusa [Al': mepBasi yTpeHHsIsI MOPIUS MOYH

MpeaNnoYTHTeIbHA, XPAHUTD 3aMOPOKEHHOM

Eciu BbIsiBJIeH AepMaTaH cy/ab(aT U nopeiuieH yposenb Al nepelitu k
ceylImemMy 3Tamy
3a00p KPOBH IS MCCJICIOBAHMS AKTUBHOCTH (pepMeHTa

BuisiBiena  Hu3kast  akTHBHOCTH  ¢epmenTa ASB. Hckiarouen
MHOKeCTBeHHBI JepuuuT cyjibdaras myTem Hccae 0BaAHAS

AKTHBHOCTH JPYIuX cyiabdara3
MosekyasipHO-TeHeTHYeCKOe TecTHpoBaHue MyTanuii B rene ARSB:

uaeHTU(UKANMSA IBYX NATOTeHHbIX MyTAlMi (110 OXHOM
0T KaKA0T0 POAUTEIs)

Puc. 1. Anropurm nuarsoctuku MIIC VI

Hcnonb3oBanue dbepmeHTO3aMenIaromen Teparuu.
Harmasum (galsulfase) — mepBoe crmemmanbHO pa3paboTaHHOE
(bepMmeHTO3ameIaronee JIEKapCTBEHHOE CpPEeACTBO,

npeaHa3HaYeHHOe U 0100peHHoe 11l edeHust 6oibpHbIX ¢ MIIC
VI. Ilpou3BOoACTBOM W  pacHpOCTpaHEHUEM  Mpenapara
3aHUMaeTCs dapmarneBTuueckas KOMITaHUs BioMarin
(«buomapun», CIIIA). Harmasum 3apeructpupoBan B CIIA u
ctpaHax EBpocoroza B 2005 u 2006 rogax, cOOTBETCTBEHHO. B
Poccum  mpemapar  3apeructpupoBan  15.07.2009  roga;
peructpanonusiii  Homep: PJIC 005730/01. J[lokasano, 4TO
HaIIa3uM yiydiiaeT y OONbHBIX C CHUHApoMOM Maporo-Jlamu
MOKa3aTesid TEeCTOB |2-MMHYTHOM XOABOBI M TPEXMHHYTHOI'O
noabemMa 1o JjectHuue. Hapsay ¢ 3TuMm B mpoliecce JeueHus
3apETUCTPUPOBAHO TAKXKE 3HAYUTEIHHOE CHIDKCHHE MOYEYHOM
skckpeuun [Al' [12,13]. Ilpm mno3gHem Hawane Tepanuu
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Harja3uMoM OTMeYaeTcs CHIDKCHHE TOJIIUHBI
MEXOKETYIOUKOBOM  MEPEeropoAKH, XOTS  yXKE€  HMEBIIUecs
KJIaraHHble OPOKH He perpeccupyioT [14]. Harmaszum B mro6om
BO3pAcTe 3aMEIJIAeT PEMOACIMPOBAHUE JIEBOTO Kemyaouka [15].
Taxke (hepMeHTO3aMeCTUTENIbHAS Tepanus OKa3bIBA€T 3aMETHOE
MOJIOKUTENIbHOE BIUSHUE Ha TOKa3areau (PyHKUIUU BHEIIHEro
JbIXaHus [4].

JlokazaHo, 4TO paHHee Hayajo Tepanuu BeAeT K JyUlIuM
OTHAJICHHBIM pe3ynbTaraM. [Ipu cpaBHeHHMH OpaTbeB U cecTep
pasHBIX BO3PACTOB TSKECTh IIOPOKOB CEpAla M CepAcYHOU
HEJOCTATOYHOCTH OblJJa HAMHOTO MEHbIIE Yy  OONBHBIX,
NOJTYYHMBIIUX TEpaMI0O B TPEBEHTUBHOM pEXHME TIOCTe
BBISIBJICHHUS 3a00J€BaHMsI Yy CTapliero poiacTBeHHuKa [16]. B
TaKMX Cllydyasx yJaaBajoch u30exaTh Ha3HadeHHs Oera-
aapeHo010KaTopoB U auypeTukoB. [Ipu Havane 3aMecTUTENbHON
Tepanuu B Bo3pacTe 10 S5 neT y 47% malnueHTOB COXpaHsICs
HOpPMAaJbHBI POCT M mokaszarenu monucomHorpaduu [17]. Ilpu
emé Oojiee paHHEM cTapTe JIeYeHHs HarazumoM (1o 1 roma) y
OONBHBIX HE BBISBISIOTCS TOPOKH CEp/lla, HapyLICHHsS ClyXa,
Majo BBIp@XEHbl SBIEHUS JuneBoro jaucmopdusma. K
COXKQJICHUI0, EIWHCTBEHHBIM HE TOAJAIOMIUMCS KOPPEKLUU
MIPU3HAKOM SIBJISIOTCS aHOMaJuu ckeneta [18].

TpancmnanTanusi KOCTHOTO MO3ra (CTOBOJIOBBIX KIJIETOK)
pUMEHSIETCS penxo, XOTS CYIIECTBYET JTAHHBIE,
Mpeanoarapye Jyqiiue pe3ylbTarhl Mpu €€ KOMOWHAIUU C
Hara3uMoM y JIeTel paHHero Bo3pacta (3-5 ner) [37].

B nporecce Tepanuu HarmasuMoM, TakKKe Kak MpU JICYCHUN
JIPYTUMH (bepMeHTO3aMeAI0IINMU npernapaTamu,
3aperucTpUpoOBaH psia MoOOYHBIX peakiuil. Cpeau HUX Hanboee
YaCThIMHU  SIBJISTUCH:  JINXOpaJKa, O3HOO, TOJIOBHast OOJb,
apTpanrus, pBora, 001M B OPIOIIHOIN MOJOCTH M yIIaX, Kallelb,
OpoHXOcmasm, OCTaHOBKa TIBIXaHUS, KpanvBHUIIA,
AHTMOHEBPOTHUYECKUN  OTEK, TMOBBIIMIEHWE WM  CHIKEHUE
apTepUaIbHOTO JaBJICHUS.
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Tak, 00blYHO  BBeIEHHE  HamIa3UMa  IpeaBapseT
peMeAuKalus B BHUJAE CTEPOUJHBIX WJIM AHTUTMCTAMUHHBIX
npemaparoB. TeM He MeHee, MOJHOCTHhIO M30ekKaTh MOOOYHBIX
peaKkiuil He ynaercs, IMOITOMY PEKOMEHIYETCs IpPOBEACHUE
JICYEHUS JINLIb B YCIOBUSIX MEAULIMHCKOTO YUPEKIECHUS.

XapakTepHo Takke oOpa3oBaHHE AaHTUTEN K Ipemnapary,
HaJM4ue KOTOPBIX, MpaBla, HE CKa3blBa€TCi Ha pE3yJbTaTax
nedennst [18]. IlporHocTudyeckn 3HAYMMBIM HEOJATONPHUATHBIM
dakTopom sBiSeTCS yBelndeHue KoHueHTparuu Al B moue
cebimre 100 Mxr/mr kpearnauHa [20].

Harmnasum npumensiercs B/B B Bujae HHGY3UH B 103€ 1 MI/Kr
1 pas/men, IedeHue TPOBOOUTCS MOKU3HEHHO. Ilepen
MIPOBEICHUEM nHpy3un PEKOMEHIyeTCs MIPOBE/ICHHE
IpeMEIUKallMd  aHTUTUCTaAMUHHBIMU  cpeacTBaMu.  OpHako
cJenyeT UMEeTh B BU]Y, YTO y MAalUUEHTOB, cTpagatomux MIIC VI,
yacTo  HaOmiomaerca  amHO®  Bo  cHe.  IIpumenenue
AHTUTMCTAMUHHBIX MPENapaToB MOBBIIIAET PUCK Pa3BUTHS 3TOTO
coctostHus [4].

B kauecTBe cHMMNTOMAaTHYECKONW OOIBHBIM C CHUHAPOMOM
Mapoto-Jlamu nenecoodbpa3HO Ha3zHAu€HUE IIHPOKOTO CIEKTpa
MEIUKaMEHTO3HbIX CPEACTB: HOOTPOIOB, CEPAEUYHO-COCYAUCTHIX
[IpenapaTroB, IenaTonpoOTEKTOPOB, BUTAMUHOB U MEJUKAaMEHTOB,
HapaBICHHBIX HAa HOPMAIU3alMI0 MHHEPAIbHOrO OOMEHa C
LEJIBI0 NpEeAOoTBpalieHuss ocreonopo3a. IIpoBoasarcsa pazinyHble
dusnorepaneBTrueckre mpoueaypsl. OOs3arenbHa  caHAIUSA
XPOHUYECKUX OYaroB MH(MEKIMH HOCOIIOTKM M IOJIOCTH pTa.
Xupyprudyeckue omnepauuu nOpu cuHapome Maporto-Jlamu
BKJIFOYAIOT, KaK IPABUJIO, IPBDKECEYECHUS, aJICHOTOH3WIIIDKTOMUH
Y BEHTPUKYJIONEPUTOHEAIbHOE IIYHTHpPOBaHue [3].

Takum 00pazom, TsDKelloe TEUEHHE MYKOIIOIMCApUI03a C
MHO)KECTBEHHBIM  MOPA)KEHUEM  BHYTPEHHUX  OpPraHoB Yy
MAIMEeHTKN 00YCIIOBICHO MO3THUM MOATBEPKICHUEM TUarHo3a u,
KaK CJIE/ICTBHE, HECBOEBPEMEHHBIM HavyaJIoM
(depMeHT3aMECTUTENbHON Tepanuu. Bpemss 0T MOCTaHOBKHU
JIMarHo3a J10 HavaJia JICYEHUs], COITIaCHO JIMTEPaTypPHbIM JTaHHBIM,
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SBJISIETCA KJIIOYEBBIM TPEAUKTOPOM 3((HEKTUBHOCTH TEpaIHH.
OnHako ciemyeT OTMETHTh, YTO JaXKe IO3IHO HadaTas Teparus
OKazajia Ha OOJBbHYIO OTYETJIMBBIA IMOJOKUTENbHBIA 3(PPEKT B
BUJIC YBEIMYCHHS TOJECPAHTHOCTH K (u3ndeckoll Harpyske,
YMEHBIICHHUS OBIIIKH U TOJOBOKPYKEHHUS.
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He3namno61acTo3 mogxkery104HOM Kejie3bl ¢ 1e0I0TOM
Y B3pOCJIOr0 KaK NPUYMHA OPraHUYecKoro
TUNEPUHCYJIMHHU3MA U BbIPAKEHHOH TMNOTTUKEMUH

10.A. anuna, FO.A. [Turapesa, C.B. BunneBanbie

Opranuveckrii TUMIEPUHCYIHMHU3M (TUTIOTIIMKEMUYECKast
O0one3Hp) - peakoe 3aboneBanue (1-4 ciayuas HA 1 MIH
HACCHJICHUS),  XapaKTePU3YIOMIEECs  THIOTIUKEMHYSCKUMU
COCTOSIHUSIMH, HApACTAIOIIMMHU [0 YacTOT€ W BBIPAKCHHOCTH,
KYIMUPYIOIIUMUCS ~ BBEACHHEM  TIIOKO3bl.  OpraHmyeckuii
THIICPUHCYJUHU3M B T€UCHHUE 3-5 JIET OT €ro Havyalia MPUBOIUT K
TSOKEJIBIM W 49acTO HEOOpPAaTUMBIM  HM3MCHCHHSIM,  SIBIISISACH
NPUYHHOM BBIpOKEHHOU sHIIeasonaTuu "
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HeTpyiocrocooHocT. OpraHnvyeckuil TMIePUHCYIMHN3M CBSI3aH
C IOpa)K€HHEM MHCYJISIPHOTO ammapara HOoPKeITyA0YHOH jKeme3bl.
VY B3poCiBIX €r0 OCHOBHOM IHPUYMHOM SIBJISETCS MHCYJIMHOMA
(kak  MpaBWIO,  COJMTapHas  OMyXOJdb W3  [-KIETOK,
CEKpETUPYIOIIAs] U30BITOYHOE KOJIMYECTBO TOPMOHA),
3HAUUTENILHO pexe - He3uauobnacro3. Hesummobmacros -
BPOKICHHAs]  JUCIUIa3Msl  OSHAOKPUHHBIX  KIIETOK. "3
HE3UAN00IaCTOB, KOTOpPHIE BHYTPUYTPOOHO (HOPMHUPYIOTCS U3
SMUTENNSA TAHKPEATUYECKHX IPOTOKOB, 00pa3yloTCs OCTPOBKH
Jlanrepranca.

Tepmun «He3uanobaacto3» Obln BrepBbie BBeaeH G.F.
Laidlaw B 1938 1. s omnucaHus TEPCUCTUPYIOIICH
TUIIEPUHCYJTMHEMUYECKON THIOTJIMKEMUH Y HOBOPOX/IECHHBIX. B
1971 r. Yakovac ¢ coaBTOpaMu HCIIOJIb30BAINA TOT TEPMUH IS
ONKCAHMs CiIydaeB 3a00JIeBaHUS IOXKENIyI0YHON Keme3bl y 12
HOBOPOXKJEHHBIX C HEOOBSCHUMBIMM TUIOTJIUKEMUYECKUMU
cocrosiHUsAMU. B 1975 . BiepBble cOOOIIEHO 0 HE3UAN0OIACTO3E
y B3pocnoro mnanueHTta. llepBas cepusi B3pOCHBIX NaIlEHTOB
(n=6) ommcana Harness B 1981 r. B Hacrosiiee Bpemsi TepMUH
«HE3UINO0JACTO3» HCIONB3YeTCs Il  O00O03HAYeHHs] BCEX
CTOMKHX TUIIEPUHCYJTUHEMHUN, HE BBI3BAaHHBIX HHCYJIMHOMAMHU,
XOTS KOPPEKTHOCTh TaKOro OOO3HAYEHUS SIBISETCS CIOPHOM.
Hesunnobnacro3,  aeOroTHpoBaBIIMH y  B3pOCHBIX, B
aHIJIOSA3BIYHOM — JIUTEpAaType  ONUCHIBAIOT KaK  «CHUHAPOM
HEMHCYJIMHOMHOW NaHKpeaToreHHoi rumnornukemun» (NIPHS-
syndrome).

B ocHoBe He3ummoOmacTo3a JEXUT Pl TEHETHYECKHX
aHoManuil. Hanbomnee Ba)XHBIMU SBIISIOTCS MyTalliM B CMEXHBIX
renax (SUR1 u Kir6.2) B xpomocome 11, KOTOpble KOTUPYIOT
Oenku, Bkatovaromue B ce0s AT®-uyBcTBUTENbHBIE KalIUEBHIE
KaHalbl B KJIETOYHOM MeMmOpaHe [-kieTku. Jlpyrue MyTanuu
CBA3aHbl C I€HaMH IJIIOKOKMHA3bl U TIyTaMaTIeTUIpOreHas3bl.
Kpome ToOro, moxer HaOmogaTbcs MOTEps MaTEpPUHCKOMN
MaTpHIIbl, HHTHOMPYIOIEH pOCT TreHoB B xpomocome 11pl5 B
COYETAaHWU C YHACJIEIOBAHHBIMU OT OTLA MYTalUsIMH T€HOB
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SURI1 50107 Kir6.2. I'ucronornuecku 3a00J1€BaHUE

XapaKTepU3yeTcs Tpancaud hepeHnupoBKOH KJIETOK
MMPOTOKOBOT'O 3MUTCIINA B B-KJICTKI/I.

OnpenenecHue HAJTNYHS WHCYJIHHOMBI 17001
HE3UaMO00IacTO3a TOJDKEIY0YHON JKeNe3bl KaKk TMPUYHHBI
OpPTraHU9YeCcKOTo THIIEPUHCYJIMHU3MA, CTETICHU

37I0KAYECTBEHHOCTHU OITyXOJIM Ha JI0ONEPALMOHHOM 3Tare MMeeT
BAXHOE 3HA4YCHME IS NPOTHO3a M ONIpeseNeHus oObema
XUPYPTUYECKOTO JICUCHUSI.

C., 28 net, 6e3 BpeAHbIX MPUBBIYEK, UHBAIU] 2 TPYNIIbI, C

HOCTTpaBMaTquCKOﬁ 3HI/IHCHCI/IGI\/’I, OpraHn4€CKuM
TMINCPUHCYJIUHU3MOM, THUCTOJOTUYCCKHU MNOATBCPKACHHBIM
He3I/I,Z[I/IO6JIaCT030M HOH)KGHYHOHHOﬁ KCJIC3hbI.

I'ocnutanu3uposana skctpeHHO 05.02.2014 B cBSA3M € 31U3010M
notepu co3Hanus. Cuntaer ce0s 6GonpHOM ¢ utons 2012 r., korna
CTaJla OTME€YaTb MPHUCTYIbl MOTIMBOCTH, CHJIBHOIO YYyBCTBa
rojioia, TpeMopa BEpXHUX KOHEYHOCTEH, MOMpaueHHUs] CO3ZHAHUS
Ha (OHE THUMOTIMKEMHH 110 1,5 MMONbB/T, 0e3 YeTKOW CBS3H C
npuemoM muimu. bonbHas Obiia HampaBneHa B OHILI, roe B
okTs0pe 2012 r. Ha OCHOBAaHUU CHHJIPOMHON M TONHYECKON
JMarHOCTUKU ObUT BBISABIEH OPraHUYECKUI THIEPUHCYIHHU3M,
BBICKA3aHO MPEIIOJIOKEHNE O HE3UAUO00IacTo3€ Kak MpUYMHE
OpPraHWYeCKOro IMIepuHCyIuHu3Ma. [lannenTke pekoMeH 10Balu
IpUeM MHUIM Kaxzaple 2-3 yaca (BKJIOYas HOYHOE BpEMs),
JIOTIOJIHUTENbHOE ~ MuTaHue  (x1e00-OyjouHble  W3aenus,
MaKapoHHBIE W3JIENUs, Kama, KapTodenb, CIaJKhe HaIWTKH,
bpykTHI, caxap), B/B BBeaenue 40% p-pa rioko3s! 40-60 mut npu
BBIPQXKCHHOW THIOIVIMKEMHM, P-p CaHAOCTaTHHA (OKTpeaTun —
aHanor comaroctaruta) mno cxeme (Henn 1 0,05 mMr m/k yTpowm,
Ilam 2-6 yrpoMm u Beuepom, ¢ JIus 7 - mo 100 mr 3 p/x). Omxrako
Ha3HAUYEHUs HEe ObUIM BBINIOJHEHbI B CBSI3M C JIEKApCTBEHHOM
HENEPEHOCUMOCTBIO.

C yuyeToM TSKECTH THUIOIIMKEMHUYECKOTO CHHIpOMA
NalUeHTKa Obljja HampaBlieHa Ha XUPYPruyeckoe JICUEHHE B
OHKOJIOTMYECKOE  XHMpypruueckoe  oraeneHue  KiuHMKH
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daxynprerckoil xupypruu Ilepporo MI'MY um. 1.M. Ceuenona.
B Hos6pe 2012 r. BBINOJHEHAa PEBU3HS OPTaHOB OPIOITHOM
MIOJIOCTH, PE3CKLHs XBOCTa IIOJDKEIYJOYHOM kene3bl. llpu
MHTpaonepanroHHoM Y3UW nopkenyouHas sxene3a paBHOMEPHO
yBeNIHUYEHA B pasMmepax, nuddy3Has TUIIEPIXOTeHHOCTh TKaHU B
obnactu xBocta. B o00nacTH TOJIOBKHM JKejie3bl, OIMXKE K
MepeneiKy y4acToK TUIepIXOreHHOCTH auaMeTpoM 1 cm. Yetko
OYaroBbIX 00pa30BaHUM B MOKETYIOUHOI jKeJie3e He BBISBIICHO.
IIpy  THCTONOrMYECKOM  MCCIENOBAHUMU  PE3ULIUPOBAHHOIO
yYacTKa XBOCTa TOPKEITYAOYHOH Kee3bl KapTHHa Tuddy3HOTO
HE3UAUO00IacTO3a, HUMMYHOTHCTOXMMHYECKH -  Au(Py3HBIH
HEe3uM001acTO3 ¢ HAIMYUEM - U O-KJIETOYHBIX MUKPOAJICHOM.

Co Bropoit mosmoBuHbl 2013 1. 'y MalMEHTKH
BO300HOBMJIMCH TPHUCTYIHI TUIIOTIMKEMUU W K Havamy 2014 r.
CTanu €XKETHEBHBIMH, MalUEeHTKE ObUT ~ yCTaHOBJIEH
MNOJIKIIOUYNYHBIN KaTeTep JUIsl MOCTOSIHHOM MH(Y3UH TII0KO3bL. B
deBpane 2014 r. manueHTKa NPEANPHHSIIA TIOMBITKY yeXaTh IS
neyeHuss B M3pawnb, TI€ MJIAHUPOBAJIOCH  BO3MOKHOE
OlepaTUBHOE JieUeHUe, h3-3a (PUHAHCOBOM HECOIJIACOBAaHHOCTHU
Obula BBIHYX/EHAa B TOT JXK€ JI€Hb BepHyThcs oOparHo. Ha
00paTHOM IYTH B CaMoJIeTe Pa3BUJICS SMU30/]] TUIIOTIMKEMUH J10
2,5 mMoaw/1, camoctosTenbHo BBena 40 ma 40%- raroko3sl. I1o
npuiety B MockBy Obuia rocriutanusupoBana B ['Kb Ne64.

OO6pa3zoBanue cpenHee. 3aHMMaIach HApPOJAHBIMU TaHIIAMHU.
B 1997 r. (11 nmer) — 3akpplTasg 4YepemHO-MO3TOBas TpaBMa,
nocTTpaBMaTUdeckas — JHuedanonatvs,  CHMIOTOMATHYECKas
SNWIENCUS C TEHEPATU30BAHHBIMU MPHUIAJKAMU, MHOTOJIETHSS
Tepanusi MPOTUBOCYJOPOKHBIMH TpernapaTaMyd, B TOM YHCIE
KapOaMa3enuHOM.

IIppy  moCTyluieHMM  COCTOSIHME  CPEOHEH  TSKECTH.
TenocnoxxeHne NPaBUIbHOE, KOHCTUTYLIMS HOPMOCTEHHYECKAs.
KoxHble MOKPOBBI (U3HOIOTHUECKOH OKpPACKH, BIIAXKHBIC,
BbIChITaHUi HeT. OTekoB HeT. KocTHO-MbIIeuHbIN amnmapar 0e3
BuguMbIx m3meHeHuit. AJ[ 110/70 mm pr.ct., UCC 80 ya./muH,
[lynbc puUTMUYHBIA. SI3BIK YMCTHIM, BIAXKHBIA. YacTuuHas

82

82



BTOPUYHAS aJCHTHSA, Pe3Lbl HA BEPXHEH YENOCTH OTCYTCTBYIOT
(co cioB OompHOM 3a mociaeaHue 6 MecsleB morepsiia 4 3yoda).
KuBor 00bIYHON (QOPMBI, CHMMETPUYEH, MpHU MaJbIIALUU
MATKHM, Oe30ose3HeHHbId. [laTomornueckue oOpa3oBaHus B
OpIOIIHOM TMOJOCTH HE MNaNbIUpPYIOTCS. Pa3mepsl medeHu 1o
KypnoBy 9x8x7 cm. Kpait medenu  0e300JI€3HEHHBIH,
3aKpyIJICHHBIH MSTKHUM, poBHBIA. Cene3eHKa HE NaJbIIUPYETCH.
Ctyn HOpMambHBIN, 0€3 MaTOJOTMYECKUX TpuMmeceil. B mpaBoi
MOJKJIIOYNYHOI 001aCTH yCTAaHOBJICH IIEHTPAJIbHBIN KaTeTep, 0e3
MIPU3HAKOB BOCIIAJICHUSI.

OOmuit aHanu3 KpPoBH, OMOXMMHUYECKHI aHaIN3 KpOBH,
o0l aHanu3 Mouu Oe€3 MaToNoruueckux usMeHeHuil. bes
uH(Y3UU TIIOKO3bI TUIOTIMKEMUS A0 1,9 MMonb/1 pa3BuBaiach
yepe3 40-50 mun. [Ipn Y3U nomxenynodnas xene3a JAOCTYIHA
OCMOTPY TOJIbKO B OO0JacTh TOJNOBKM U Tejla, B TMpelenax
BUAMNMOCTH HE YBEJIWYCHa, KOHTYpPHl pPOBHBIC, HEYETKHE.
[Tapenxuma g dy3HO HEOJIHOPOJHA. KT-npusznaku
OITyXOJIEBOTO TMOPAXKEHUS TIOKEITYOYHON KENe3bl C POCTOM
BJIOJIb BOPOTHOMW U HIDKHEH TMOJIOH BeH (MATKOTKAaHHAs CTPYKTypa
HETPaBUIIBHOM (bopmbI c OTHOCHTEIIBHO YETKHUMH
MOJMUIUKINIECKUMHI KOHTYPaMH, 3aMelaloliasi TOJI0BKY, TEIO U
OOJBIIYI0 YacTh XBOCTa MOJKEIYAOYHOW XKeje3bl, oOpacraer
BOPOTHYIO BEHY, COMPOBOXKIAET €€ A0 BOPOT MEYECHH, YACTHIHO
o0pacTaeT CelIe3eHOUHYIO apTepHIO0, PacpOCTpaHsIETCs Ha3al /10
MOJION BEHBI, CITyCKaeTcs BAONb Hee 10 ypoBHs L2-L3 nucka).
[Tpu DT IC BhIABICHA OCTpast sA3Ba aHTPAIBHOTO OTJIETIA KEITYy KA
6x4 MMm.

Takum o0pa3om, 3a Bech Mepuoa OO0JIE3HHW BEIyIIHNM
KITMHUKO-TTA00PaTOPHBIM MPOSBICHUEM SIBIISIACH TUIIOTTIUKEMUSI.
Bce npuymHbI, TPUBOAIINE K TUIOTTTUKEMHUH, MOKHO Pa3JIeUTh
Ha HECKOJIbKO TPYTIIL:

e mpu JAepuUIUTE TOPMOHOB (IMAHTUIOMUTYUTAPU3M -

CHHMIXCHHC CCKpeHIun AAPCHOKOPTHUKOTPOIIMHA,
I[IpOJIaKTUHA, COMATOTPOIINHA, q)OHHI/ITpOHI/IHa,
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JTIOTPOIUHA, TUPEOTPOIHHA; TITFOKOKOPTUKOHIOB,
KaTeXO0JaMHUHOB, TJIIOKaroHa);

® CBs3aHHBIE C TIOBBIICHUEM TOTPEOICHUS TIIFOKO3BI
(MHCYNHMHOMA, HE3UAU00IIACTO3);

e 1pu aedunute pepMeHTOB (IeeKT PepMeHTa TIFOK030-
6-pocharazer (6onesnr [mpke), nedunmr amwumo-1,6-
TIIIOKO3UAa3bl, JedeKT medeHoyHou  Qochopunazbl
(6one3np I'epca), HEAOCTATOYHOCTD TJIMKOTCHCHHTETA3HI,
HEI0CTaTOYHOCTH (POCHOIHOMMHUPYBATKAPOOKCHUKIUHA3HI)

Anroput™m o0cnefoBaHHA MAallMEHTa C OPraHUu4YeCKUM
THUIMEPUHCYIUHU3MOM  TPENIoNiaraeT  CHHAPOMAJIbHYH U
TOMHUYECKYIO0 IUArHOCTUKY. JlJii CHHAPOMAJIbHON IHAarHOCTUKU
UCIIONIB3YIOTCA ~ CJIENYIOIIUE KPUTEPUU: YPOBEHb TJIIOKO3BI,
uHcynuHa, C-mentmma, mnpobGa ¢ roiogaHueM. BaxHoe
MUATHOCTHYECKOE  3HAUYCHHE HMEeT  «TpHaja  YHUIIIIay:
BO3HUKHOBEHHUE MPHUCTYIOB THIOTIMKEMUU TOCIE JIUTEIHHOTO
rojoJaHusl Wik (U3MYECKOW HAarpy3KH; CHUXKCHHE YpPOBHS
TJIMKEMUU BO BpeMsl TpHUcTyma <1,7 MMOJIB/IT y neTed 10 IBYX
ner, <2,2 MMOIB/A - CTapuie JBYyX JIeT; KYIHUPOBAaHHE
TUIOTTIMKEMUHU BHYTPUBEHHBIM WJIM TEPOPATBHBIM TPUEMOM
PacTBOPOB TJIIOKO3BI.

[Tpu o6cnenoannu B DHII (Hos0pp 2012 1.) Y ManMeHTKH
BBISIBJICHO TOBBIIICHHE YpoBHA HcyauHa a0 40,7 MkE/mn (HopMa
2,3-26,4), C-mentuma p0 9,99 wur/man (wopma 1,1-4,4),
uHCynmuHOonofgo0Horo (akropa pocra (MUIIDP) no 528,1 ur/mn
(mopma 88,0-250,0), AKTI' mo 79,9 mr/mn (Hopma 7,0-66,0),
npoinaktuHa — go 4725 MEn/n (mopma  90,0-540,0),
comarotporiHoro ropmona (CTI') mo 12,7 ar/mn (mopma 0,06-
6,88), xampmmroHmHa 10 14,9 nr/mn  (Hopma 0-10,9).
JnurenbHOCTh MPOOBI € TONOJAHUEM (TIEPUOA [0 TOSBICHUS
THMOrIHKeMun) - 1,5 daca; B MOMEHT 3aBepiieHus mpoObr C-
nentun 10,8 Hr/ma, waCcynmuH 195,2 MkE/mMn, mmukemwms 2,3
mmodb/n. TloBeimenne ypoHeir CTIN u UIIDP pacneneno kak
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CJIEICTBUE TUIEPUHCYJIMHM3MA M YaCThIX TMIIONIMKEMHUYECKHX
COCTOSTHUM.

Hns  tommdeckod auarHoctuku  (nuddepeHnmanbHoM
JUArHOCTUKU MEXJIy WHCYJIMHOMOH M HE3UAH00IacTO30M)
UCIOJB3YIOT  CIEAYIOLUIME  METOAbl  MCCIEAOBAHUA: 10
OINEpaTUBHOTO JieueHus - Y3U, B TOM YHUCIE 3HIOCKOMUYECKOE,
KOMITBIOTEPHYIO TOMOTrpauio, CUMHTHrpaduio BCEro Tena C
"n-oxTpeorumom, aHruorpaguio u apTepuanbHO-
CTHUMYJIMPOBAaHHBIN 3a00p KpPOBU; HMHTpaomnepanmuoHHo — Y3MU.
OcHoBHasi mpobOiiemMa 3aKII04aeTcsi B OTCYTCTBHHM METOJIOB
BU3yaJIM3allMM JTOCTATOYHO YyBCTBHUTENIBHBIX, YTOOBI OTIMYUTH
04aroBoe OT JUQPQPY3HOTO MOPAKEHUS IMOJKEITYTOUYHON JKEIIe3bl
10 onepanu. Bo MHOrux ciryyasix HoBooOpa3oBaHusi Mainsl (0T 3
10 10 MM) 1 He MOTYT OBITh OOHApPY’KEHBI C MOMOILBIO Hanbosee
pacrpoCTpaHEHHBIX METOI0B HCCIIEIOBAHHUS.

[Ipu weomHokpatHbix Y3UM mOMIKETyIOYHONW >KETIe3bl
00BeMHBIX 00pa30BaHMil HE BIABIUIOCH. B HOs6pe 2012 r. mpu
sugockonuueckoM Y3U (2012 r.) HEOTYETIMBO JOLMUPOBATIOCH
TMII03XOI€HHOE 00pa30BaHue AUAMETPOM OKOJIO 1 ¢M Ha rpaHule
TeJa U FOJIOBKHU I0 NepeaHell moBepXHOCTH xene3bl, mpu MCKT-
UCCIIEIOBAaHUM  OpIOIIHOM  MOJOCTH M 3a0pIOUIMHHOTO

MPOCTPAHCTBA C KOHTPACTUPOBAHMEM — TOJBKO TIPHU3HAKH
TUIEPIUIa3UH MOIKETYJOUHOM JKEeIe3bl.
Haubonee MEePCIEKTUBHBIMHU COBPEMEHHBIMH

JIMArHOCTUYECKUMH METOJAMU IPEAONEPALMOHHON TUArHOCTUKU
111
SBJISIIOTCS CUMHTUTpadus BCEro Tela € In-OKTPEOTHUAOM U

aHruorpagusi ¢  apTepUaIbHO-CTUMYJIUPOBAHHBIM  3a00pOM
111

kpoBu.  CouHTHrpagus ¢ In-oxtpeotumom - 31O
BBICOKOCTICHU(HUYHBIA METOA PaJUOHYKIMIHOW JAMAarHOCTHKH
JUISE BBISIBJICHUSI U OLICHKH pacnpoCTpaHEHHOCTH

HOBOOOPA30BaHUI C BBICOKOH IUIOTHOCTHIO COMAaTOCTATMHOBBIX
peuentopoB. HMcnonb3yerca ans NEpBUYHOM  JTMArHOCTUKU
HEHPOSHAOKPUHHBIX  ONMyXoJieH, OLEHKH  3((HEeKTUBHOCTH
JCYEHNUs  HEMPOPHIOKPUHHBIX  OINyXOJe B  JMHAMUKE,
ONpeNieIeHNs]  PeleNTOPHOrO  cTaTyca  HEHpOIHIOKPHUHHOM
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OMyXOJH C LEJbI0 BHIPAOOTKH TAaKTUKH JICYeHUs. B HacTosiee
BpeMs B MOCKBE METOIMKA HEJOCTYITHA.

Anruorpaduueckoe  uccienoBanue  (1enuaxorpadus,
BEpXHSSI MeE3eHTepuKorpadus, CEIeKTUBHAs aprepuorpadus
BETBE UYPEBHOIO CTBOJNA) M AapTEepPUATbHO-CTUMYJIUPOBAHHBIM
3a00p KPOBH - 3TO B3STHE MPOO KPOBH M3 MPABOM MEUYECHOYHOM
BeHbl uepe3 30 cexyHn, 1, 2 wmw 3 MHHYTH 1Hocie
BHYTPUAPTEPUAIBbHON  CTUMYJSIUM  PA3JIMYHBIX  OTIEJIOB
MOJKETYIOYHOM  JKeJie3bl TIJIIOKOHATOM KajbIusl (CeKpeTaror
uHCynuHa, Ao3a 1,8-3,6 Mr) ¢ mocieayonmM OmnpeecHueM B
npobe KpoBU YpPOBHS HMMYyHOpeakTuBHOro wuncynuHa (MPH).
MuHuManbHOE BpeMsi MEXAYy CTUMYJSIIUSMU — Pa3THUIHBIX
apTepuanbHbIX 0acceiHOB - HEe MeHee 5-10 MUHYT mocie B3STHS
MOCJeAHEW TPOoOBI KPOBH TIPH TPEABIAYIIEH CTUMYIISIIUH.
UyBCTBUTENBHOCTh ~ COYETAHHOTO  uccieAaoBanus  88-95%.
JlocToBepHbIM cunTaercs nosbimeHue ypoHs HWPU  mocne
CTUMYJIALIMM COOTBETCTBYIOIIEH 30HBI MOMKETYAOYHOU KEJIe3bl
Oosiee ueM B 2 pasza IO CPAaBHEHUIO C €T0 YPOBHEM B I€UEHOUHOM
BEHE 710 BBEIEHHUS Kalblus. Y TalueHTku B HosOpe 2012 r
BBISIBJIGHO JIMaTHOCTUYECKH 3HAUYMMOE TIOBBIIICHUE YPOBHS
MHCYJIMHA B KpPOBU M3 TPOKCMMAJIBbHON 4YacTH CEJIe3€HOYHOMN
apTepuu u racTpOAyO/IeHAIbHON apTepuu, 9TO
CBUJIETENLCTBOBAIO 00 HHCYIHHIPOAYIHMPYIOMIEH OIMyXOidu Ha
IPaHULIE TOJIOBKHU U T€Ja MOIKEITYJOUHON Kee3bl.

DOHJOKpUHHBIE TMAaHKPEATUYECKHE OIMyXOJU MOTYT OBITh
KOMIIOHEHTOM  CHHJIpOMa  MHOECTBEHHBIX  JHJIOKPUHHBIX
Heorutazuii 1 tuna. Merogom TP u nmocnenyromero npsmoro
CEKBEHHUPOBAHUS  MPOBEJAEH  aHalu3 JK30HOB 2-10 wu
MPUMBIKAIOIIUX y4acTKOB UHTpoHOB reHa MEN 1. Myranuii He
BbIsIBIIEHO. TakuM oOpaszoM, B HOsiOpe 2012 r. y manueHTku ObLT
BepU(UIIMPOBAH OPraHMYECKUN THINEPUHCYITUHU3M. YUUTHIBAS
pe3yJIbTaThl CEJIEKTUBHOI'O 3abopa KpOBU nocie
BHYTPUATEpPUAIbBHOM  CTUMYJSILMM  PA3JIMYHBIX  OTIEJIOB
MO/DKENTyIOYHOM  JKelle3bl M JHAOCKomuueckoro  Y3U,
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MPENoiaraloch HAINYME HHCYIMHIIPOAYIUPYIOIIEH OMyX0IH Ha
rpaHMILIE TOJIOBKH U Tela.

B kauecTBe MEIMKaMEHTO3HOIO JICYCHHS OPTaHUYECKOTO
TMIIEPUHCYJIUHU3MA OOCY’KAAI0TCs Ipenaparbl, MOJaBIIAIONINE
CEeKpEeLMI0 HWHCYJIHMHA: OKTPEOTHUJ (aHaJor COMATOCTaTHHA)
MapeHTEPATbHO, NUA30KCU] (MHTUOMTOpP KaJIMEeBBIX KAaHAJIOB),
HuenunuH. OJHAKO B TOAABISIONIEM OOJBIIMHCTBE CIy4acs
KOHCEPBaTMBHOE  JICUCHME  HE3MIMO00IacTO3a  OKa3bIBACTCS
HEed(PPEKTUBHBIM U BO3HUKAET HEOOXOAUMOCTh B XUPYPTrUUIECKOM
JICYEHHUHU.

Peszekuuss XBocTa TMOKETYAOUYHOM Kene3bl MHalMEeHTKe
Obuta BeimosHEeHa B HOsiOpe 2012 r. Ilpu mHTpaomepannoHHOM
V3 nomxenynouyHas Kene3a paBHOMEPHO YBEJIMYEHAa B
pa3Mepax, mud@dy3Has TUIEPIXOTEHHOCTh TKAaHU B 001acTH
XBOCTa. B o0macTu rojoBKHM Kemne3bl, ONMKe K Ieperenky
Y4acTOK THUIIEP3XOTreHHOCTU auaMeTrpoM 1 cm. YeTko ouyaroBbIX
o0pa3oBaHUIl B MOJKEIyIOYHOW JKele3e HE BBIABICHO.
OkoHYaTeNnbHBIH JMArHO3 YCTAHABIMBACTCSI HAa OCHOBAaHUU
KOMILJIEKCHOT'O MOpP(OJIOTHYECKOTO HCCIIeIOBaHUS,
BKJIIOYAIOIIETO TUCTOJIOTUYECKOE M HMMYHOTHCTOXHMMHUYECKOE
UCCIIEIOBAaHUE, AJIEKTPOHHYIO  MHUKpOCKONHi0. OCHOBHBIMU
THUCTOJIOTMYECKUMH KPUTEPUSMHU HE3UINO00JAcTO3a Y B3POCIBIX
ABIISIOTCS: [B-KJIETKH C YBEJIMYEHHBIMH U THUIEPXPOMHBIMU
aapaMi M OoraTble MPO3payHOW LMTOIUIa3MOW B OOJBIIMHCTBE
OCTPOBKOB, HOBOOOpPa30BaHME OCTPOBKOB U3  IPOTOKOB,
runepTpodus OCTPOBKOB, INPOTOKOBO-MHCYJISIPHBIA KOMILIEKC,
oTcyTCcTBUE mpoiudepaTuBHOM akTUBHOCTH Ki-67 aHTUreHa
(MIB-1) 5HAOKPUHHBIX KJIETOK.

[Ipy TUCTONOTMYECKOM MCCIEIOBAHUU PE3ELMPOBAHHOIO
(2012 r) yuyacTka MOKETYAOYHOM Kele3bl OMPENENIOoCh
OoJbIIOe KOJIMYECTBO YacTO OEC(POPMEHHBIX MEJIKHX, CPETHUX U
OYCHb KPYITHBIX OCTPOBKOB, MHKpPOAJE€HOM, B TOM YHCIE
TpaOEeKyJIIpHOrO CTPOEHHUS C KHUCTO3HOM TpaHchopMalmeH,
HEOONBIINX CKOIUIGHWH M OTAENBHBIX NU((Y3HO pacCEesHHBIX B
napeHXUMe  JKele3bl  HHJIOKPUHHBIX  KieTok.  Hanuuue
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OCTPOBKOBOIIOJJOOHBIX KOMIUIEKCOB, B MUKPOAJCHOMAX — KIIETKH
c 3aMETHO yYBEJIMYEHHBIMU AJIpaMH. [Tpu
MMMYHHOTHCTOXMMUYECKOM  HUCCIEIOBAHMM C  MapKepamu
HEHUPOIHIOKpUHHON AU (EPEHIUPOBKM M aHTUTEIAaMHU K
rOpMOHaM (MHCYJIMHY, TJIIOKaroHy U COMaTOCTAaTHHY) BBISBISLTUCE
SHIOKPUHHBIE WHCYIHH- U IIIOKarOH-CEKPETHPYIOIINUE KIIETKHU,
paccesHHbIE B TIAPEHXUME JKEJe3bl M JIOKAJM30BaHHBIC B
MEX/I0JIbKOBBIX M BHYTPHUAOJIBKOBBIX MpoTokax. OOpaiano Ha
ce0ss BHHMMaHu€ TO, 9YTO OONBIIMHCTBO  MHKPOAICHOM
NPEACTaBIUI0 COOOW TIOYTH MOHOTOPMOHAJIBHBIE OL-KJIIETOYHBIE
OCTPOBKHM C HEOONBLIUM YHCIOM HHCYIUH-TIPOAYLUPYIOMUX [3-
KJIETOK. Berpeuanuch coMaTtocTaTuH-NpOayIUPYIONIINE OCTPOBKU
CpPeOHUX pa3MepoB, a TaKKe OCTPOBKH C HOPMAaJIbHBIM
TOMOrpapUUecKuM  paclpesieieHHeM OCTPOBKOBBIX  KIIETOK.
Takum 00pazoM, B ymajJeHHON TKaHHW IOKETYTOYHOM KEJIe3bl
HaOmomanach  KaptuHa  JOudQy3Horo He3uaumoOIacToza C
HaJIM4YueM [- U 0-KJIIETOYHBIX MUKPOAJICHOM.

Wtak, auarao3 He3uAM00IaCcTO3a TOIKETYTI0UHOMN JKeNe3bl
¢ 1e0I0TOM BO B3pOCIJIOM BO3pacTe y NAllMEHTKH ObUI YCTAaHOBJIEH
TOIBKO Ha OCHOBaHMU KOMILJIEKCHOTO MOP(]OIOrHuecKoro
UCCIIEIOBaHMUsl ~ Iociie  omepatuBHOro  JjeudeHus.  [lpu
HE3UAUO00IacTO3e MO BO3MOXKHOCTU TPOM3BOAUTCA PE3CKIUS
70% TKaHU TOJKEITYJOUYHOMN KEJIe3bl, YTO JAeT MAIMECHTY IIaHC
n30exarb B JajbHEWIIeM pa3BUTHUA caxapHoro nauabera. B
ciydae Hed(hdekTHBHOCTH (BO30OHOBJIIGHUH THITOTJIMKEMHUH )
Opou3BOJAT cyOToTanbHylo (90%) wuam  Jaxe TOTAIbHYIO
PE3EKLNIO MOHKETYI0UHOM kene3bl. [Ipu 0bcyxkaeHnn Kaxaoro
OTEpPAaTUBHOTO BMEIIATENbCTBA HAAO0 pelIaTh BOIPOC MEXKIY
«CIUIIKOM MHOTO» M «ciauikoM Majno». Croutr o0paTuTh
BHHUMaHHUE Ha TO, YTO PUCK OT MOBTOPHOM OIMepaIii MOXKET ObITh
MEHBIIIUM, Y€M TMOCJICAYIONmasl >XU3Hb C TsDKeIol (opmoi
caxapHoro nuabera.

B Kiunuke ¢akynsrerckoit xupypruu Ilepporo MI'MY
uM. .M. CeuenoBa B 1988-2005 rr. mpoonepupoBano 126
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OoompHBIX (84 okeHmuHBL, Bo3pacT 44,5442 roma) ¢
OpraHUYeCKUM TUNEpUHCYIUHU3MOM. [IpuunHoil 3aboneBaHUs
obuta uHcynuHoma y 114 (90,5%) maumenToB, runepruiazus [3-
KJIETOK M MHKpoaaeHomaro3 (Hezuamobmacro3) - y 12 (9,5%)
001bpHBIX. C MOMOIIBI0 apTepHAILHO-CTUMYJIMPOBAHHOTO 3a00pa
KPOBH  BBIBIICHO 108  (89,3%) wu3 121 «30HBI
TUIIEPUHCYTUHU3MAY. CoueranHas panuoIoruuecKas
JUarHocTuka (aHruorpadus u apTepuaibHO-CTUMYJIUPOBAHHBIN
3a00p KPOBH) MO3BOJIMIIA TOYHO JIOKAJIN30BATh OITyXOJIb MU 30HY
rUnepIuiasuu PB-kiaetok B 96,8% ciydaes.

B 1975-2005 rr. 128 narmuenTtoB (14-89 net, 62% >xeHIIUH)
C OpraHMYeCKHM THIEPHHCYJIUHH3MOM IPOOIEPUPOBAHBI B
VYuuBepcurerckoil kimuHuke Jlroccenbnoppa. B OGonbmmHCTBE
CJIy4aeB UMEINCh TUITHYHBIE CUMIITOMBI THITOTIIMKEMHH. Mexmy
MOSIBJICHUEM TEPBbIX CUMIITOMOB U JUArHOCTHKOW 3a00JeBaHUS
IIPOXOJWJIO HECKOJIbKO MecslleB, a uHoraa u Jjer. Y 123
MAIMEeHTOB OblIa JUArHOCTUPOBAaHA WHCYIUHOMA, Y 4 OOJBHBIX -
Ha OCHOBAaHUU T'MCTOJIOTMYECKUX UCCIIEJOBAaHUN OBLIT JJOCTOBEPHO
MOJATBEPKJIeH He3uano0macTo3 (1 marueHT oTKazancs OT y4yacTus
B wWccienoBaHuu). [lamWeHTHI ¢ HE3Wauo01acTo3oM U
WHCYJMHOMOM HE pa3NyalincCh MO KIMHUYECKUM TPOSBICHUIM U
¢yHKkMoHanbHBIM TecTaM. [locie omepaTUBHOrO J€4EHUS Y
JBOMX TAIMEHTOB B JajbHeileM HaOmonanach CToiKas
HOPMOTJIMKEMUS. Y  JABYX JpyTUX TAIMEHTOB  SIU30/bI
TUIOTTIMKEMUHU MTOBTOPSUTHCH KaK B CIy4ae IUCTAIbHON pPe3eKIInu
MO/KEITyIOYHOM KeJe3bl, TaKk U B ciiydae cyorotansHou (90%)
PE3EKIINH.

[Ipennoxken ciexyomMil  alropuT™M  XHUPYPrHUECKOTO
JICYCHUS MAIUEHTOB C OPTaHUYECKUM TUTIEPUHCYIMHU3MOM (pHC.
1).

Y  mOpencTaBlieHHOW — MAlUMEHTKH  TUIMOTIUKEMUYECKUE
COCTOSIHUSI BO30OHOBWJIMCH uepe3 6 Mec IOcCie ONEepaTUBHOTO
JICYCHUS U MIPOTPECCUPOBAIU IO BHIPAXKEHHOCTH U JITUTEITFHOCTH
JI0 TOTpPeOHOCTH B IOCTOSHHOM BHYTPUBEHHOW HHQY3UH
[JIIOKO3Bbl.  YUWTHIBas TUCTOJOTUYECKH BEpUPHUIMPOBAHHBIN

89

&9



JIUarHo3 Hesuanobnactosa, nanueie KT (omyxoneBoe mopaxeHue
MOJUKETYTIOYHOM KeJe3bl C POCTOM BJIOJb BOPOTHOM M HWKHEU
MOJIOW  BEH), I[UIAHUPOBAIOCH TMOBTOPHOE  XUPYPrHUECKOE
nedenue. 19.03.2014 BemosHeHa auCTalbHAs CyOTOTaJIbHAS
pe3eKUMs  IMOJDKEIYyJAOYHOM  Kelie3bl, CcruieHdKkTomus. [lpu
peBU3UU OpIOIIHOW TOJIOCTH OoJblllass KpPHWBHU3HA KEIyJKa
IJIOTHO CHasiHa C CEJIE3€HKOU, KOTOopas «3aMypOBaHa» B CIaKax
Mo TWUIy MaHUUpHOro Bucueposa. llomkenynounas xernes3a
muddy3Ho ysenndeHa (no 15x4x3 cwm), miotHas. B obmactu
XBOCTa TMOJKEIYJOUYHOM >Keie3bl, BOJM3U CTEHKU >KeIylaKa -
KaMEHHUCTOM TIOTHOCTH Y4YacTOK 3X2 cM, MPEINOJI0KUTEIBHO
MECTO B3ATHUS OWONCMM TpU  TpPEABIAYIICH  OIlepanuu.
[TomxkenygouHas xene3a mepecevyeHa Ha ypOBHE TOJOBKH BIOJb
«TIOAKOBBI» JIBEHAILATUIIEPCTHON KUIIKH C ocTaBiaeHueM 15% ee
TkaHu. [lpy  THCTOJIOTMYECKOM  HCCIEJOBAaHMM  TKaHU
MOJDKEITYIOYHOH KeJe3bl BBISBJICHA BBIPAYKCHHAS TPOIHQeparivst
OCTPOBKOB, OYaru MeETaIUla3udl TMPOTOKOBOTO JIHUTENUS C
00pa3oBaHHMEM  MEJIKMX  OCTPOBKOBOMOJOOHBIX  CTPYKTYP.
Mopdonorust COOTBETCTBYET HE3UIUO0IACTO3Y MOKEITYA0THON
Kene3bl. PaHHUI MocieonepannoHHbIH mepro 0e3 OCII0KHEHHH.
ONuU3070B TUIIOTTUKEMUN HE oTMevanock. [lanueHTka BoIucaHa
nox HaAOMIOJEHUE OHKOJIOra, DJHJAOKPUHOJOra IO MECTy
JKUTEIIbCTBA.

[enbto onucanus TaHHOTO KJIMHUYECKOTO CiIydasi SBISETCS
JIEMOHCTpAIIHS peaxoii MPUYUHBI OpPraHUYECKOTO
TUIIEPUHCYJIUHU3MA —  HE3UAM00JIacTo3a  IOJHKENTyI0YHOMN
Kenespl ¢ Ae0lToM BO B3pocioMm Bospacte. llpencraBnen
aIroOpuT™M  OOCJENOBaHUS  NAIMEHTOB C  OPraHUYEeCKUM
TUIIEPUHCYTUHU3MOM c LETbI0 nuddepeHIanbHOMN
JTUATHOCTHKH  04YaroBoro (WMHCynWHOMBI) ©  auddysHoro
(He3uanoO6IacTO3a) TMOPAKEHUS  MODKETYTOYHOM  Kele3bl.
OO6cyxkaeHbl KOHCEpBaTUBHbBIE (MMEIOLIUE KpallHEe OrpaHUYeHHOE
3HAYEHHUE) U XUPYPTUYECKUE MOAXObI K JICUCHHUIO MAIUEHTOB C
OpraHUYECKUM TUTICPUHCYITHHU3MOM.
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Hesuanobnacro3 'y mammentku C. Kak NpUYMHA
OpPraHUYECKOro TUIEPUHCYIMHI3MA ObUT BepUPUIIUPOBAH TOJIBKO
Ha OCHOBaHUU THCTOJOTUYECKOI0 U MMMYHOTMCTOXMMHUUYECKOTO
WCCIICIOBAHUN TIOCJE YACTUYHOM PE3EeKUUU MOJKETyI0YHON
s)kenessl. [locne pe3ekuuns 4acTu XBOCTa MOKETYA0UYHON KEIE3bI
CUMITOMBI THUIIOTJIUKEMHUH BO300OHOBWIHMCH uepe3 6 Mec u
MPOTPECCUPOBANIA 10 YACTOTE, JJIUTEIBHOCTH M BBIPAXKEHHOCTH
0 TOTPEOHOCTH B TIOCTOSHHOW WH(Y3UOHHOW Tepamuu
TJIIOKO30M, YTO TMOTPEeOOBAJIO MOBTOPHOTO XUPYPIHUECKOTO
JeYeHUs — CyOTOTaIbHOM PE3EKIMH TOKETYJOUHON >KEJIE3bl.
['ucronornuecku HE3UAUA00IACTO3 TOATBEPKICH.
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Muxkcoma j1eBOro npeacepaus y 60JIbHOM ¢
AJUTeJIbHBIM HA0J/II0leHeM Y ICUXOHEeBPoJIora ¢
KapIHAJbHBIMH KaJ100aMH

X.P. Kadaposa, .M. banabanenko,
JI.A. T'opeBa, A.®. Cadaposa, T.B. JloGxanuaze

Mukcoma  sBIsieTcs  Haumbosiee  paclpOCTPaHEHHOM
NEpPBUYHON  J100pOKadecTBEHHOM  omyxoiblo  cepaua [l].
MHUKCOMBI NpesCcTaBlIsAI0T cO00M BHyTpUCEpeUHbIe OJecTsIue
MOJIMIIOUJIHBIE ~ MAacChl, BO3HHMKAIOLIME 4Yallle BCEro H3
MEXIIPEJICEPHON MEeperopoAkd B JieBoM mnpeacepauu. OHH
COCTOSIT U3 3BE34aThIX MOJIUTOHAIBHBIX MUKCOMATO3HBIX KJIETOK
¢ Ooraroif MykomosiMcaxapugoM Matpuuei [2]. Dtu omyxoau
MOTYyT OBITh criopagndeckumu (93% ciydaeB) Wi ceMEWHBIMU C
Haclle/IOBaHUEM II0 AayTOCOMHO-JIOMHHaHTHOMY Tumy. Kpome
TOTO, HEKOTOPHIE MAIMEHTHl C MHUKCOMOH MOTYT UMETh IIEJIBIA
KOMIUIEKC ~ aHOMAaJMi,  KOTOpPbIM  BKJIIOYAaeT  JICHTUIO,
NUTMEHTHPOBAHHBIE  HEBYCHI, MHO)XECTBEHHBIE  BECHYIIKH,
NEPBUYHYIO TUIEPILIA3UI0 KOPBI Ha/IMOYEYHUKOB,
MHUKCOMATO3HbIE (H)UOPOATEHOMBI MOJIOYHBIX JKEJe3, OIyXOJH
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SAWYCK, alECHOMBI TUIIO(H3a, COMPOBOKIAIOIINECS aKPOMETATTHEH.
[TaruenTsl € 3TUMHM CUHApoOMamMu Ooyiee MOJIOABIE, YeM
MALMUEHTHI CO CIIOPAAUYECKON MUKCOMOW U UMEIOT CYILIECTBEHHO
0osee BBICOKYIO YacTOTy BO3HHUKHOBEHHUS IKEIYIOYKOBBIX,
MHOXECTBEHHBIX,  OMAaTPHATBbHBIX,  PEUUAMBUPYIOLUIMX U
CEMEHHBIX MHUKCOM CepJlla, a TakXke 4dalle MOIyT HMETh
SHAOKpUHHBIE omyXxoiu. [1]. Tlo pa3HBIM JaHHBIM, MHUKCOMBI
coctaBisitor A0 50% oT uncna BceX J0OpOKavYeCTBEHHBIX
omyxoneit cepaua [3]. Mukcoma MOXXET BO3HUKHYTH B JIFOOOM
BO3pacTe, HO 00BIYHO BeTpevaeTcs y monen ot 30 go 60 net, u B
JIBa pasza yalle y KeHIIUH, yeM y MyxuuH [4, 5]. OHa 0ObIYHO
pazBuBaerca B JieBoM mpeacepauu (75%), pexxe B mpaBom (15-
20%), xak TpaBWJIO, NPUKpEIUIeHA K MEXIIpeacepaHoi
neperopojike B 06JacT oBajgbHOM sIMKH [3-6]. CoriacHO ofHOM
U3 KOHIeNnuuid mopdoreHeza MHKCOM, 3TO HOBOOOpazOBaHUE
BO3HMKAeT B  pe3ylbTare OMyXOJEBOH  TpaHCcPOpMauu
SHIOTEIUOIIUTOB MEJIKUX apTepuil KOpoHapHOTro pycna [3].
[IposiBieHuss MHUKCOM BapbUPYIOT B 3aBUCUMOCTU OT
pa3Mepa, MECTOMOJIOKEHHsI U  TOJIBHKHOCTA  OIYXOJH.
Bo3moxHbl  Hecneuuduueckue - CUMIOTOMBL:  JIUXOPAJKa,
yCTalocTh, OO B CycTaBax, 00JIb B MBIIIIAX U MOTEps Beca [3,
4]. ITauMeHThl ¢ MUKCOMOM cepJilla MOTYT UMETh pa3HOOOpa3HbIE
HEBPOJIOTUYECKHE CHHIPOMBI [2, 7], OMUCaHBL: yXyIIIEHHE
NaMsTH, CUIbHBIE  TOJIOBHbIE  OOJM,  TOJOBOKPY>KEHHUS,
reMHIapesbl, NEHTPaIbHBINA Mape3 JIUIEBOr0 HEepPBa, AUILIONUSA,
OJIeAHOCTh JUCKA 3PUTEIBHOIO HEpBA, MOJHAS MOTEpsl 3peHus,
atakcusi, adasusa, ano3orHo3us [8]. CucremHas >MO0IHS
ABJIAIETCS 4YacTbIM IposiBieHueM (29%) y oToil KaTeropuu
OonbHBIX. OMOonMs Hauboyiee YacTO TMOpPaXKaeT COCYbI
rOJOBHOTO Mo3ra, npuBoAs K wuHcyiasTam (21%) [2, 10].
BeposiTHOCTh 3MO0NMM3auu onpeneseTcsl MOABUKHOCTIO, a He
pasmepoM omyxoinu [2, 9]. BHe3anHas cepaedHast CMEPTh MOXKET
OBITh pe3yNbTaTOM JUOO TOTHOW OOCTPYKIHMHU OTBEPCTHS
MUTPAIBHOTO KJanaHa Wid WH(apKTa MHOKapaa B pe3ysbTaTe
»MO0IMU KOpOHapHbIX aprepuil [4]. CBsi3b MHUKCOMBI cepaua c
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nepeOpaibHOi dMOOIMel omrcaHa MHOTUMH aBTtopamu [2, 10,
11], omHako, ecTh M JApyrHe Oojee peaKue HEBPOJOTUUYECKHE
OCJIO’)KHEHUS, TaKM€ KaK aHEBPU3Ma COCYIOB T'OJOBHOIO MO3ra
[2, 11, 12], MukcomaTo3Hble MeTacTasbl [2, 9], dopmupoBanue
KaBEPHO3HBIX MaJb(popManuii rooBHOT0 Mo3ra [2, 13].

ITpu ¢puzndeckom o6CIe0BAaHUM MOXKET BBICIYIIMBATHCA
KaKk jamacroiaumdeckuid (B 75 % HaOmojeHuii), TaK H
cuctonuueckuit  (50%) mymbl B MPOEKIUU MpeAcepaHO-
JKEJTyJOYKOBBIX KJIAIIAHOB, MEHSIOIINE CBOIO MHTEHCUBHOCTbD IIpU
M3MEHEHUHU TOJIOKEHUS Tejla OOJIBHOro, a MHOI/Ia MOXKET ObITh
CIBIIIHO, KAk  ONyXOJIeBOM  Macca  HPOXOAUT  uepes3
aTpuoBeHTpUKyJsipHoe (AB) otBepcTHe, Tak Ha3bIBaCMBbIN
“tumour plop” - "xnomok" omyxonu [3, 4]. OpnHaxko, OMUCAHBI
Clly4au, KOrJja MUKCOMbI OTPOMHBIX pa3MEpOB HE JaBajH IIyMOB
Opy aycKyJbTalluM M OBLIM Cly4ailHeIMH Haxonkamu [14].
JlarHBIE 2NeKTpOoKapauorpaduu Hecienn(UIHbI, B TO BPEMs Kak
OXOKI'"  sBnsercss OCHOBHBIM ~ METOJAOM  BU3yaJU3allMH.
MarnutHo-pe3oHaHCHast ToMorpadus, Omarogapsi BBICOKOM
paspemiamoneil CrnocoOHOCTH TMO3BOJIAET HACHTU(PHUIMPOBATH
HeOOJIbIINE OIMYXOJIN U KaJbLU(UKATHI B HUX [4].

OnepaTHBHOE BMEIIATEILCTBO SABJISIETCS METOAOM BhIOOpa
B JICUEHUU OMyXoJjel cepama (B T.4. MHKCOM), U BO MHOTHX
cllydasix NPUBOIUT K MOJIHOMY u3nedeHuto. B 1-5% ciyuaes
1ocjie Olepalvd BO3MOXKEH pPEIUANB WIM BTOPUYHBIH pPOCT
onyxond. K BO3MOXHBIM MNpHUYMHAM BTOPUYHOW OITyXOJHU
OTHOCSITCSI ~ HENOJHAasi pE3eKUUss TEepPBUYHOM  OMyXOJdu C
MPOJIOJIKAIOIIMMCS. POCTOM U POCT U3 "MPEeTyMOpPO3HOro' ouara.
B cBs3u ¢ 3TUM HEKOTOpBIE XUPYPrH BBINOJIHSIOT HCCEUYEHUE
Bcell 001acTH OBaJILHOM SIMKU U MOCIIEYIOIIYI0 PEKOHCTPYKIIHIO
nedexTa MeXNpeCepIHON EPETOPOAKH C LIETBIO yAAJIECHUS BCEX
MPEANOI0KUTENBHO "TPETyMOPO3HBIX" KIETOK. AJBTEpPHATHUBOU
ATOMY METOJIy TpeJyIaraeTcs jazepHasi pOTOKOATYIISAUS 00IACTH
B 1 CM BOKpYT pe3elMpOBaHHON MEPBUYHOM OMyX0Jsu. XOpolIue
JOJITOCPOYHBIE PE3YJIbTATHI TAK)KE HAOIIOIAOTCS MPH OOBIYHOM
HCCEUCHHUH NMEPBUYHON OMYXOJM U HEOOJIBIION 30HBI BOKPYT €€
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ocHoBaHMA. OKa3aJI0Ch, YTO NPUOIU3UTENHHO Y 7% MAIMEHTOB C
CEMEHHBIM AaHAMHE30M MHMKCOMBI, HaJIM4MEM KOMIUIEKCa
aHoMaJMil (B T.4. JICHTUTO, HEBYCOB, Y3JOBOH TUIEpTpOPHUH
KOpbl ~ HAANOYEYHUKOB U  JIp.) MWIM  MHOXECTBEHHBIMHU
OJIHOBPEMEHHO MOSIBUBLIMMUCSI OIlyXOJISIMHU yacTtoTa
BO3HMKHOBEHHs BTOPUYHBIX OIyXxoJiel coctasisier 12-22 %, B To
BpeMs Kak y OOJBHBIX CIIOPAJANYECKON MHUKCOMOM Mpencepauii
ToabKO 1%. [1]

[IpuBoauTcss HAOMIOJEHUE MUKCOMBI JIEBOTO IMPENCepIus
O0NBIINX pa3MEpOB C IWHAMHUYECKOW oOcTpyKumei nesoro AB-
OTBEPCTUS U IOCIEAYIOIIMM OIEPATUBHBIM BMELIATEIBLCTBOM C
IIPOTE3UPOBAHUEM MUTPAJILHOTO KJIalaHa.

[Tarmentka 42 ner, paOOTHHK COLMANBHOM cdepsl,
KypWIbLIHUIA, 00paTUiach B KIMHUKY B CBSA3M C jkKajoOaMu Ha
cepaiieOMeHne,  HapacTalollyl0  OABIILKY, EPUOJUYECKOEe
noBeimerue A/l o 160/95 mm pr. cT.

Ha ¢one pnutensHOro crtpecca ¢ JkajmobaMu Ha
TPEBOKHOE  COCTOSIHME,  HOYHbIE  IAHWYECKUE  aTaKH,
COIIPOBOXKJAIOIIMECS] OJBIIIKOM, cepALeOreHneM, TPEMOpOM,
MOBBIINIEHHON MOTIMBOCTBIO, M OOJH B )KMBOTE Pa3HOOOPA3HOTO
xapaktepa Obuia rocmurtaiau3upoana B 2000 romy B KIMHUKY
HEBPO30B C ACTEHO-HEBPOTHYECKHUM CHHJPOMOM U CHHAPOMOM
pa3apakeHHOW TOJCTOM KuIIKW. Kypcel nedeHus nosropsuia 4
roja moaps, Obljla TOCTUTHYTA CTOHKAsI PEMHUCCHSI.

B mos06pe 2013 roma mocie NCHXO-3MOIMOHATHHOTO
cTpecca  BHOBb  MOSBWINCH  CepiALleOMEeHHE,  OJIBIIIKa,
sanM301uecKoe nosblieHue AJl, 00iu B )KUBOTE U TPEBOKHOCTB,
B CBSI3M C 4YeM M ObUla HampaBi€HAa B HAlly KIMHUKY JIs
YTOUYHEHMS IUArHo3a U JICUEHUS.

OOBEKTUBHO: TUIIEPCTEHUYECKOE TEJIOCIIOKEHUE,
n30BITOYHAsE Macca Teja, KOXKHbIE IMOKPOBBI OJIEIHO-PO3OBBIE,
TEIUIblE, CyXHE, BBICHITIAHUM HET, CHMMETPUUHBIE OTEKH HUKHHUX
KOHEYHOCTEM 10 YpOBHS KOJIEH, CyCTaBbl HE W3MeHEHbl. [Ipu
NEPKYCCUU SICHBIM JIETOYHBIN 3BYK, ayCKYJbTaTHBHO JIbIXaHUE
BE3UKYJISIPHOE. [Tynsc YacThIH, PUTMUYHBIN,
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YAOBJIETBOPUTENBHOTO HamojgHeHus W Hanpspbkenus. YCC 100
ya/mun, AJl 130/80 MM pt. cT. ['panumpsl cepana B mpenenax
HOpMBI. [Ipu aycKkynabTanuy TOHBI SICHBIE, pPUTMUYHbIE, YCUIICHUE
I ToHa, muacToOIWMYECKWi IIyM Ha BEPXYIIKE. f3bIK YUCTBIN,
BiIaXHBIA. JKMBOT mpu mnampnanuu Msrkui, 0e300J1e3HEHHBIN.
[leyenbp He yBenudeHa, CEJI€3€HKA HE MaJbIUPYETCs.

B KpOBU - THITIOXPOMHAs MUKpPOILUTAapHAs
xene3oaeduiutHas anemus yerkor crenenu (Hb 112 r/n, Fe 6,1
Mkmoub/it), JIITHIT 3,65 wmmomb/a, raroko3a HaTomak 6,90
MModb/i1, oBeimerne CA-125 no 45 ME/mnt (N 0-35). Ha OKT
BepTuKanbHoe mojnoxkenue OOC. Ilpu XM OKI' putm
cunycoBblii, UCC cpemusist 98 yn/mMuH, MakcuMmanbHas - 144,
MUHMMaJbHas - 85  yn/muH.  3apeructpupoBaHo 20
JKEJTyJAOUYKOBBIX U 17 HaKeTy10UKOBBIX 3KCTPACUCTO.

ITpu DXOKI' BoisiBneno pacmmpenue JIII (4,5 cm), B
KOTOPOM BU3YaJM3UPYETCSI TOMOI€HHOE 3XOIIOTHOE MOABMKHOE
oOpazoBanue (4,4x4,6 cMm), MPUKPEIUICHHOE K HUXKHEH TpeTu
MEXIIPEACEPIHOM Teperopoiky, dhaotupytoiiee B mosocts JIXK ¢
MpU3HAKaMU JUHAMUYECKOW 00cTpykiuu JeBoro AB oTBepcrtus,
®B coxpanena (62%), pacmmpenue IIII (5,1x5,1 cm),
MOBBILIICHUE JIaBIICHUS B JIETOYHOM apTepuu 10 73 MM pT. CT.,
MUTpaJibHAs HEIOCTATOYHOCTh | CTEemeHH, TpUKyCHUAAIbHAsA
HenocTtatoyHoCTs II crenenu.

B nekabpe 2013 roma ObLIO TPOBEACHO yAAJICHHUE
MHUKCOMBI JIEBOTO TMpPEICEpAns U MPOTE3UPOBAHUE MUTPAIBLHOTO
KJlallaHa MEXaHUYECKHM IIPOTE30M, B CBSI3M C BBIPAKEHHOMN
nedopMaliieit CTBOPOK MHUTPANIBbHOTO KiamaHa (QIOTHPYIOIIeH
yepe3 HEero OMyXoJIbl0 M pacTsbkeHueM JieBoro AB-oTepcrus,
BBITIOJTHEHHE AaHHYJIOIUIACTUKA OBLJI0O HEBO3MOXHO. TeueHue
MIOCJICONEPALIMOHHOTO MEPHOJa OCI0KHUIOCH TeMOTAaMIIOHAA0M
U TapoKCU3MOM (GUOPWIUISILIMM  TIPEACEePAUid, TPOBOAMIACH
NYHKIWS TIOJIOCTH TIEpUKapJa W B/B WHQY3Us KOpOapoHa C
xopouM 3¢ dexrom. I[locne crabunmzanuu cocrosuus (Hb 131
r/11), IPOBOJMIIACH AHTHKOATYJISIHTHAs TEparusi B/B TeIIaPHHOM
noa kKoHtposieM AYUTB c¢ mnocieayroomuMm mepexogoM Ha
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BapdapuH. [Ipu xouTponbHoit DXOKI %UIKOCTH B IEpUKapae U
IJICBPAIBHOM TOJIOCTH HE OOHApy>XKeHO, (GYHKIHS TpoTe3a
MUTPAJIBHOTO KJIallaHa HOpMaJIbHasL.

Yepes mecs1] Mocie BBIMUCKU M3 CTALIMOHApA COCTOSHUE
NAIUEHTKN YJOBJIETBOPUTENIBHOE, SIBICHUH HEAOCTAaTOYHOCTU
KpoBooOparmieHus: HeT, AJ]| B mpemenax HOPMBI, HapyIICHUS
pUTMa HE PELIUIMBUPOBAIIH.

Takum  oOpa3oM, TOSBIIEHUE TPEBOXKHOCTH U
cepaueOneHus 3aCTaBUJIO 00JIbHYIO 00paTUTHCS K
MICIXOHEBPOJIOTaM | JUTUTEIHHO HAOIIOAATHCS M0 3TOMY MOBOJY,
JieYeHre nAaBanio Xopowuil 3hdeKT ¢ perpeccoM CHUMIITOMOB,
JIUTUTENBbHBIM OTCYTCTBHEM kannod. IXOKI ne mpoBoauiace B
BUJY OTCYTCTBHS TMOJO3pEHUIl Ha Kakoe-Inbo 3aboiieBaHUE
cepamna. Hacrosiee yxyamieHue COCTOSIHUS, KaK U paHee, ObLIo
BBI3BAHO I[ICHXO3MOLMOHAIBHBIM IE€PEHAIPSKEHUEM, K
IPEKHUM CUMITOMAaM MPHUCOEAUHUIIACH BbIPAXKEHHAS OJBIIIKA U
OTEKHM HM)KHMX KOHEYHOCTEW, UYTO U MOCITY>KHJIO TOBOJOM ISt
HaIpaBJICHUs K KapAHOJIOTY U 00cieqoBaHusl. AyCKyJIbTaTUBHAS
KapTUHa HWMUTUpPOBaja MUTPAIbHBIM CTEHO3, dYTO OBLIO
00ycnoBieHO OoybIIMMU pa3Mmepamu onyxoiu (4,4x4,6 cMm) u
OUHaAMH4YecKol  oOcTtpykiueit  jeBoro  AB-  oTBepcrus,
BbIsBIEHHBIX ITpu DXOKT'.

B nutepatype ecTb HEMHOTOUNCIIEHHBIE TaHHBIE O TEMIaxX
pocTa MHKCOM, KOTOPBIM MOXKET qocturarh ot 1,3 1o 6,9 Mm/Mec
[15]. B uccnenoBanun MEDLINE, BkitouaBmiem 107 marueHTOB
C MEPBUYHOMN CIIOPATUYECKON MUKCOMOM, OBLIIO BBISIBIEHO, YTO B
cpeqHeM pocT omyxonu coctaBuwil 4,9 mm/mec [16]. YuurtsiBas
JUIUTEIBbHOE OTCYTCTBUE KIMHUYECKUX CUMIITOMOB Y MAllUEHTKH,
MOXXHO MpPEeANoNoXHUTh, 4TOo Mukcoma JIII y mnanueHTkH
pa3BuUiIach B T€UEHHE MOCIeIHEero roga. Takum o0Opa3zom, MOXKHO
00cy>XIaTh HACTOAIIEE KIMHUYECKOe HAONIO/IeHUE, KaK BapUaHT
osicTporo pocta mukcoMbl JIII ¢ mosiBIEHWEM CHUMITOMOB
HEJOCTATOYHOCTH KPOBOOOPAIICHHSI TIPU JOCTUKEHUH OIYyXOJIbIO
OO0JIBIINX pa3MEpPOB U JUHAMUYECKON 00CTpyKIMH €to jJeBoro AB
OTBEPCTHSL.
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B Hacrosmee BpeMs HET PEKOMEHAALMMI OTHOCUTEIIBHO
MOCNEAYIOEro  HaONIONEHWH  TMAIUEHTOB,  IOABEPTIIUXCS
ONEpPaTUBHOMY YAAQJIEHUI0O MHUKCOMBI. JloIrocpouHsblil MPOTHO3
IpU CHOPAAMYECKUX MHKCOMAax OJIarompusiTHbIA, pPEUUIUB B
nepBble 3 rojaa mocjiae BMeHlaTenbcTBa cocTaBiser 1-5%, nmocie
4-x 5er — ewnle MeHblne. Yame peruauBHPYIOT CEMEUHBIE
Mukcombl  (20%  ciydaeB), MHUKCOMBI C  HETUIUYHBIM
pacCIlOJIOKEHUEM, WJIM BO3MOXKEH BTOPHUYHBIA POCT  IIPHU
HEMOJHOM wucceueHun omnyxonu [17]. Iloatomy B TedeHue
nepBbIX 1-3 JIeT mocie onepaTUBHOIO JEUEHUS PEKOMEHIOBAHO
perynsipHoe mpoeaeHne OXOKI' nns paHHero BbIABICHHS
BO3MO>XHOTO TIOBTOPHOTO 00pa3oBaHus omyxoud [3, 4].
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MaccuBHbBIE 0TJIOKEeHH S YPATOB (I0Xarpa) B TOHKOW KHUIIKe,
OpbIKelKe M JTerKuXc KApTHHOM MOA03PUTEIbHON HA
OIYX0JIbY 00JIbHOI0 XPOHUYECKOH cepaedHoil
HEJI0CTATOYHOCTBIO

A.A. IletpoB, E.A. Cemuna,
T.M. demunona, A.A. IllaBapoB

OO6pa3oBaHue AEMO3UTOB KPUCTAJUIOB MOHOYpaTa HaTpHUs
— XapakTepHbIM Mpu3Hak noaarpel. [1]. B muteparype mmerorcs
eIMHUYHbIe HAOJIIOIEHUS, ONUCHIBAIOIINE OTIOKEHHS yPaToOB BO
BHYTPEHHUX OpraHax 0e3 mopaxeHus cycTaBoB. l[IpuBomum
Halle HaOJtoIeHue.

[MTamment M., 52 7netr, ¢ aHaMHE30M THUIEPTOHHUYECKOU
Oone3HH, JABYMsI II€PEHECEHHbIMH HUH(papKTaMd MHOKap[a,
aHeMHUEH TSDKENOM CTereHW ObUI TOCIUTAIM3UPOBAH B CBS3H C
JEKOMIIEHCAIMe OMBEHTPUKYISIPHONH XPOHUYECKOW cepAeyHOU
Hegoctarounoctu (XCH).

3a rog [0 3TOr0 MALMEHT ObUI TOCHUTAIU3UPOBAH IO
MIOBOLY  TSKEION xenezonepunutHod aHemmu . [lpwm
KOJIOHOCKONIMM B  00nacté OayrMHUEBOM 3acIOHKH  ObLIO
00HapyKEeHO IUIOTHOE OyrpucToe oOpa3oBaHUE KPacHOTO I[BETa
JMaMETPOM OKoJIO 3 cM 0e3 Cy>KeHHsI ITPOCBeTa TOJCTOM KHILIKH,
npu OMONCHM KOTOPOIO OIpejaessiach (parMeHTalus TKaHEH.
[Ipy THUCTONOTMYECKOM HCCIIEAOBAaHMM TKaHU OOpa30BaHMUS
MPU3HAKOB OIYyXOJIEBOTO pocTta oOHapyxkeHo He Obuio. Ilo
JAHHBIM  IIMTOJIOTMYECKOTO  HCCIIEOBaHMSA  HEJNb3s  ObLIO
UCKJIIOYUTh TaCTPOMHTECTHHAIBHYIO CTPOMANIbHYIO OIyXoib.[Ipu
JanapoTOMHMU C PEBU3MENH OpraHoB OPIOIIHOW MOJOCTH, Ha BCEM
IOPOTSDKEHUH TOHKOW KHILIKH ONPEIENISIIUCh OIyXOJEBUIAHbBIE
oOpazoBanust pasmepamu g0 0,5-1,5 cm, pactymme BHYTpPb
NpocBeTa  KWIIKH, B o0OmacTd  OAayrHHMEBOM  3aCIIOHKH
OIyXO0JIeBHIHOE 00pa30BaHUE MPOIAOUPOBATIO B CIEMYIO KHUIIKY.
B Opbkelike TOHKOM KUIIKU 3a0pIOIINHO ONPENEIISIIUCH MaKeTh
TUMQOY3JIOB, MPU THUCTOJOTHYECKOM HCCIEIOBAaHUU OJHOTO M3
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KOTOPBIX OBUIM BBISBICHBl KJIETKH C OBaJbHO-OKPYIVIBIMH
AJIpaMu, MOJIO3PUTENIbHBIE HA HATMYNE TaCTPOMHTEPCTUIIMAIBHON
ctpomanbHOi omyxomu. Ilpu KT owaroBeix oOpa3oBaHuii B
JIETKUX HE BbIABIEHO. Ha OCHOBaHMHU NOJYYEHHBIX JAHHBIX ObLI
YCTaHOBEH IMarHO3: MHOYKECTBEHHBIE OIyXOJIU TOHKOHM U clenou
KHIIOK.

VXyamieHue — cOCTOSHUS ~ 3a  JABE  HE#enu 10
FOCHUTAJIN3alMK B BUJIE HAPACTAHUS OZIBIILIKN IPU MUHUMAJIbHON
¢u3nueckoil Harpyske, OTEKOB Ha HIKHHMX KOHEYHOCTSIX [0
BEpXHEW TpeTH rojieHeul. [[oCTOSHHYI0 JTEKAPCTBEHHYIO TEPAMHIO
HE T[oJlyyad, MEepUOJUYecKd MpueM Kanrompwia  (Tpu
noBeIeHNH 1udp aprepuanbHoro AasineHus Boimel60/100 mm
pT. CT.), aCIIUPHHA.

CocrosiHUe mpu MOCTyIIeHUU Tsxkenoe. [loHmkeHHOTO
nutaHus. Bo30yxaeH, MeIUKaMEeHTO3HO CceaupoBaH. Buaumeble
CIIM3UCTHIC OJIEHBIE C HKENTYIIHBIM OTTeHKOM. [lepudeprudeckue
auM@atuueckue y3nbel He yBelundeHbl. CHMMETpUUHBIE OTEKH
HIKHUX KOHEYHOCTEH 10 BEpXHEW TpeTH roseHer. Temmeparypa
36,7°C. [lynbc  cCUMMETpPHUHBIH, PUTMHYHBIHA, caaboro
HaronHeHust, 100 yn/mun, A/l 80/40 MM pT. cT.

ITpu mepkyccuu JErKuxX NMEpKyTOPHOH JIErOYHbIN 3BYK C
INPUTYIUIEHHEM B HWXKHHUX OTHeNax oOOMX Jerkux. JlpixaHue
KECTKO€, €IMHUYHBbIC BIAXKHBIE MEJKOIY3bIpyaThle XpHUIBl B
HWKHEX otaenax jerkux. YJJ] 30/mun. I ToH cepama ocnabieH,
pacuerienue 11 Tona B mpoekiuu a. pulmonalis, Ha BepxyIike —
KOPOTKHH CHCTOJIMYECKHUN IIyM BTOPOM CTENEHU T'POMKOCTH C
IPOBEIEHUEM B JIEBYIO MOJIMBILIEYHYIO 001acTh. JKUBOT MSTKHUH,
0e300J1e3HEHHBII, TaTBIIUPOBATIOCH IIOTHOBATOE O0Opa3OBaHHE B
HaAmynoyHoi obnactu. Pa3mep nmeuenu o KypnoBy 12x8x7 cm.

B amanmzax kpoBu oOpamanu Ha ceOd BHUMaHUE
CHIDKEHME YpOBHs remorioouHa 1o 43 r1/n (HOPMOLMTO3,
TUIIOXPOMUSI), [IOBBILLICHUE YPOBHEMN JIEHKOLIUTOB u
tpombonuro, COD, D-numepa, akTUBUPOBAHHOTO YAaCTHYHOI'O
TPOMOOIIJIACTUHOBOTO ~ BpPEMEHHM,  IVIIOKO3bl,  TIOBBIIICHHE
tpononuna I 7o 0,037 ur/mn (tadmn. 1).
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[Ipu sxokapauorpaduueckom wucciaenoBanun (IXO-KI)
BBISIBJICHO CHIDKeHUEe Qpakuuu BbiOpoca (PB) go 35%,
HapylIeHUE JIOKAJbHOW COKPAaTUMOCTH JIEBOIO JKEIyIOuKa
(IMCKMHE3 BEpXYILIEYHBIX, AaKUHE3 CpeIHEe-NEepPEeropoioYHbIX
otnenoB), pacmupenue Beex nonocreit (JIII 4,7 cm, KIIP 5,8 cwm,
KCP 44 cm, IIIT 5,6x5,7 cm, IDK 3,0 cMm, MutpanbHas
peryprutanus 3 cTeneHu, TPUKyCHHUAajdbHas peryprurauus 3-4
CTENEHU, TUNEPTPOPUS JIEBOTO JKEIyAOYKa (MHAEKC Macchl
MHOKAp/Ia JIEBOTO JKeIyfouka 158 r/m”), Jerounas rurepreHsus 3
CT. (CHCTOJIMYECKOE JIaBICHUE B JIETOYHOM apTepuu 80 MM PT. CT.)

Ta6muma 1.JlabopaTopHbie TOKa3aTeNN MPH MOCTYTUICHUT

ITokazarenp 3HaueHme Hopma
JleiikormTsl, x 107/ 10,7 4,0-9,0
['emornoOuH, /71 43,0 130-160
MCYV, ¢n 81,1 80—-95
MCH, nr 20,9 27 -31
Tpom6ouuTs, 10°/1 819 150 — 400
COD, mm/gac 100,0 2-10
KpeaTnHuH, MKMOJIB/JT 89 59 -104
CK® (MDRD) 84,4 90 — 140
ACT, Ex/n 15,0 0-50
AJIT, En/n 32 0-50
D-iimep Hr/mi 1002 0-250
Tpomonus I, Hr/mi 0,037 0,000 -0,010

Ha snekrpokapauorpamme (OKI) — puTMm cuHycOBBIi,
YCC 100 yn/muH, sreKkTpudecKkas OCh Cep/la OTKIOHEHa BJIEBO,
otpunarensusie 3yOnsl T B otBenmenusix I, aVL, mempeccus
cermenTta ST B orBenmeHuax V4-V6 1o 0,5 mm.

B cBi3M ¢ OTCYyTCTBHEM 3HAYMMOW JUHAMHUKH TpU
cpaBHeHuu ¢ npenpayei DK, noBbilieHne ypoBHsI TPOIIOHUHA
I pacueneno B pamkax Tspxenord XCH. C yyeToM OHKONATONOTHH,
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NOBBIIIEHHBIM ypoBHeM D-nmumepa (4 BI'H), Bbicokoii nerounoit
TUNEPTCH3UU HE UCKIoYanach TPOMOOAIMOONHs  JIETOYHOM
apTepuu Kak npuunHa aekomneHcaunu XCH u nonoxuTenbHoro
TPOIIOHUHA.

[Nanmenty  mpoBogwiach  MHOTPOIHAs  MOAJEPIKKA
JOTIAaMUHOM, TapeHTepaibHas aHTUOAKTepUallbHAs Tepanus
(uumpodIOKCaMH+CYIBTaCHH) MO TIOBOAY  BO3MOXKHOM
ITHEBMOHMHM (ayCKyJbTaTHUBHAs KapTUHA B JIETKUX, JIEHKOLUTO3).
OpHOKpaTHO BBOAMJICS JIa3UKC. AHTHUKOAryJsiHTHas Tepamusi He
Obima Hauata g0 rwianupoBaBinedics DIIC nus uckiroueHus
HKEITyJOYHO-KAIIEYHOTO KPOBOTEYEHUH. Hecmotps Ha
IIPOBOMMYIO Tepamnuio, 4yepe3 6 4YacoB NOCHE MOCTYIUICHUS
HAacTynMja cMepTh Ha (hOHEe HapacTarouX SBICHUN CepAeYHO-
JIETOYHON HEAOCTATOYHOCTH.

Ha OCHOBaHUU IIOJTyYEHHBIX TAHHBIX ObLTH
JUarHOCTUPOBAaHbl  OIMYyXOJb  KHUIIEYHHUKA,MOCTUH(APKTHBIN
KapIUOCKIEpO3,TUllepTOHNYeckass 0oJe3Hb ¢ runeprpodueit
JeBOrO Keimymouka, TOJIA, HuKHeIoneBas ITHEBMOHUSA, OTEK
JIETKUX.

[Ipn mnaranoroaHaTOMHYECKOM HCCIEAOBaHUUB 000MX
JETKUX, BO BCEX [OJAX, OTMEYAJIUCh OKpPYIVble 0Opa3oBaHUs
IPaBWIbHON (QOpPMBI, C UYETKUMH, POBHBIMH TI'paHHUIIAMH,
CEpOBaTO-)KEIATOr0  I[BETa,  DJaCTHUYECKOM  KOHCUCTCHIIMH,
qaameTpoM a0 1 cM, B TOHKOM KHIIKE BBISBICHBI
MHOKECTBEHHBIC BBIIITYMBAHMS CTCHKU IUAMETPOM 110 2 CM, B
oOmactu OayrMHUEBOM 3aclioOHKM OOHapyXeHO 00pa3oBaHUE
cepoBaroro IBera, pasmepamu 3,0x2,5 cMm, B OpbDKeiike eIUHBbIHI
OyTrpUCTBIi KOHITIOMepaT pazmepamu 17x12 cm u3 oOpazoBaHuii
NpaBUIbHON (OPMBI, MSITKO-JIACTUYECKONM KOHCUCTEHIMH. B
ceplille OTMEYEH CTEHO3MPYIOIIMN aTepoCKIepo3 KOPOHAPHBIX
aptepuil, runeprpodus MHOKap/a.

[Ipu rucTonornyeckoM MCCIEJOBAHUU B TKaHIX JIETKUX U
TOHKOW KHUIIKH BBISBIEHbl OOpa30BaHMA, MOAO3PUTENbHbIE Ha
nogarpudeckue Todycel (puc. 1). IIpu cBeTOBOI NONSIPU3YIOMICH
MHUKPOCKOIIUM  COAEPKUMOTO 3THUX 00pa3oBaHUIl BBISABICHBI
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UITIOBUJHBIE KPUCTAIIJIBI MOHOYPAaTOB, HUMEIOIINE OTPULIATEIBHOE
JIBOMHOE JIy4ePEIOMIICHHE.

’ AEVURES, Al }
Pucynoxk 1. Tucronornyeckass kaptuHa Ouonrara jgerkux (A) u
TOHKOU KuIIKH (B).

Ilanenns A: B mnpemaparax ¢QparmMeHTa JIETKOTO COXpaHHas
JIerOYHasi TKAaHb C SIBJICHUSMH YMEPEHHOIO ITHEBMOCKJIEpO3a U
SM(U3EMBl PACIIONATaIOTCs, HAKOIJICHUS KPUCTAJJIOB MOYEBON
KHUCJIOTBI TOMOI€HHO PO30BOIO IIBETA, OKPY)KEHHBIE BajOM
BOCTAJUTEILHOTO HWHOWIbTpaTa M3 JIUMQO-TIIa3MOLUTAPHBIX
3JIEMEHTOB C MPUMECHI0 MHOTOSICPHBIX THTAHTCKUX KJIETOK THIIA
MHOPOJHBIX Ten (yKa3zaHbl cTpenkamu). [lanensy B: B mpemaparax
(dparMeHTa CTEHKM KHUIIEYHUKA PpaCIoaraloTcs KpHCTaJlIbl
MOYEBOM KHCIOTHl T'OMOI'€HHO pO30BOIO IIBETA, OKPYKCHHbBIE
BaJOM  BOCHAJIUTEIHHOTO uHpuiabTpaTa U3 JIUMQO-
IUIa3MOIIMTAPHBIX JJIEMEHTOB C TPHUMECHhIO MHOTOSJCPHBIX
TMFAHTCKMX ~ KJIETOK  THUIIA  HHOPOAHBIX  Ten  (yKa3aHbl

r
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CTpPEJIKaMH ),HAXOASIINECS B PA3NUYHBIX CJIOSAX CTEHKHM KHILIKH,
MPEUMYIIECTBEHHO 32 COOCTBEHHOW TIIACTHHKOW CIIM3UCTOM
000JI0UKH.

B  wMuokapne  BBIABIEHBI  y4acTKM  pa3pacTaHMs
rpyOOBOJIOKHHCTOW  COEAMHUTENBHONW TKaHW, 3aMElIAIoLIeH
MBILIEYHbIE BOJIOKHA (KPYHMHOOYAroBbIM KapIuMOCKIIEpO3), IO
nepudepun pyoua KapaIUOMHOLMUTHI TUIEPTPO(UPOBAHBI, C
KPYIIHBIMH THIIEPXPOMHBIMM SIIpAMH, HEKOTOPBIE KIIETKH C
NPU3HAKAMU KUPOBOU AUCTPODUH.

B mnpenaparax mouku KIyOOUYKH OOBIYHBIX pPa3MEpOB,
MOJHOKPOBHBI, OTJENbHbIE KIyOOUYKM YMEHBILIEHBI B pa3Mmepax,
CKJIEpO3UPOBAHBI, C PAa3pacTarOLIEHC BOKPYI COEIUHUTEIBHOU
TKaHpl0. OTAENbHBIE KIETKH OIUTENUS NPOKCUMAIbHBIX U
JUCTAJIbHBIX KAHAJIBLEB B COCTOSHHUM T'MAJIMHOBO-KAIlEJIbHON
qucTpoduu, MpocBeT KaHajbleB cyxkeH. Cocyabl KOPKOBOTO U
MO3IOBOTO BEIIECTBA ITOYKHM IIOJHOKPOBHBIE, C JHAINEIC3HBIMU
KPOBOM3JIUSHUSAMU BOKpPYL. ApTEpPHONBI €  yTONIIEHHBIMH,
IrHaJIN3UPOBAHHBIMU CTEHKAMH.

[lpu Owomcum TKaHeH, B TOM 4YHCIE KOCTHOTO MO3Ta,
JAHHBIX 34  OHKOJOTMYECKMH Mpouecc He  IOIY4YECHO.
Makpockonuueckux M3MEHEHHUIl B cycTaBax He OOHapy>KeHO, B
CHHOBHAJIBHOM >KMJIKOCTH, TKAHN KOJICHHOTO CyCTaBa KPHCTAJLIbI
ypaToB HE BBIABJICHBI. Takke HE MOATBEPAWINCH ITHEBMOHHUA U
TPOMO03MOOIIHS BETBEH JIETOUHOM apTepuu.

[Tpusnaku IIOJIHOKPOBUS BHYTPEHHHUX OpraHoB
(MyckaTHasT ~1€Y€Hb, LMAHOTMYECKas HHAypanus IOYeK,
CEJIE3EHKH) C OTEKOM JIETKMX M TOJIOBHOTO MO3ra MOATBEPKIalH,
YTO JeTaJbHBI ucxon Hactynmwi ot sBieHuid XCH Ha ¢one
NOCTUH(APKTHOTO KapIUOCKIJIEpO3a, THIEPTOHUYECKOH 00JIe3HH
U aHEMUH.

YyureiBas JIAHHBICCBETOBOM MOJISIPU3YFOLLIE N
MUKpPOCKOIIUM  COEP)KMMOI0 00pa30BaHUM JIETKUX, TOHKOM
KAIIKK ¥ OpBDKEWKH, JaHHBIX THCTOJOTHMUYECKOTO 3aKIIIOUEHUS
JIETKUX W TOHKOW KHIIKHM YCTAHOBJIEH MAaTaJIOrO0aHATOMUYECKHUI
JIMarHo3 BUCLEpaIbHON (GOPMBI OJarpsl.
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[lepBuyHass WM WIMOMATHYECKAs TIOJarpa sBISETCS
IeHETHUYECKU JETePMHUHUPOBAHHBIM 3a00JI€BaHNEM, IPU KOTOPOM
HapylleHa CTpPyKTypa T€HOB, OTBETCTBEHHBIX 3a CHHTE3
(epMEHTOB, y4YacTBYIOIIMX B MeTabogu3Me MypuHOB. JleGroT
3a0ojeBaHus, Kak NpaBwio, y OonbHBIX cTapiie 40 yer, HO
MMEIOTCSl OmucaHus nojarpel Uy nereid. A. Garrod (1876) u S.
Bernstein (1948) B cBoux MoOHOrpausx ONUCATH BOCEMb
CJIy4daeB Moaarpsl y AeTel, uel Bo3pacT kojiebasncs ot 7 1o 16 jet
[3, 4]. ¥V Bcex B TOCIEAyIOMEM pa3BUICA AePOPMHUPYIOIIHIA
apTpuT 1 TO(YCHI.

M. Berk (1948) ommcanm TsxKenblii aeQOpMHUPYIOIIHIA
MOAArpUYECKUIl apTpuUT y mnammeHta 11 Jer ¢ TUNHYHBIMHU
PEHTI'€HOJIOTUYECKMMH M3MEHEHUSIMHU TIPH HOPMAJIbHOM YPOBHE
MOYEBON KHCIIOTHI B KPOBHU, XOTA M3 TO(QYCOB OBLIM BBIICICHBI
KpUCTAJLJIBI ypara HaTpus [S].

Bropuunass ~ momarpa = MOXET ~ BO3HHMKATh  IIPH
3a00JIeBaHUAX, COIMPOBOXKIAIOIIMUXCS HHTEHCUBHBIM pacnaziom
HYKJIEMHOBBIX KHCIIOT WJIH HapyIICHHEM BBIBEICHHUS YpPaTOB
yepe3 moukd. K TakuMm 3a00sieBaHUSIM OTHOCATCS CaXapHBbIi
nabeT, TreMo0JIacTO3bl, TEMOJUTHYECKHE aHEMHUH, IICOopHua3s,
CapKoOM/I03,  XpPOHMYECKas  IOY€YHas  HEeJAOCTaTOYHOCTb.
Bropuynasi mogarpa MOKET TOSBUTHCS Y OOJIBHBIX, JUIUTEIBHO
NPUHUMAIOIUX  HEKOTOpble  JIEKapCTBEHHBbIE  Ipenapatsbl

(oypumH, aCTMPUH, CaTypETUKH, [IUTOCTATUKH,
KOPTUKOCTEPOUIbI, BUTAMHH By, TpH OTpaBICHUH COJISMHU
CBHHIIQ).

B cootBercTBHM ¢ pekoMeHOAMsAMH AMEPUKAHCKOM
PEBMATOJIOTUYECKON aCCOIMAIlMU JMATHOCTUKM TMojarpel [6]
Hajnuuue TO(yCOB M YpaTroB HATpUsi IO JAHHBIM CBETOBOM
HOH?IpI/ISYIOHIGﬁ MHUKPOCKOIIMH ITO3BOJIACT YCTAHOBUTDH MALMUCHTY
JMOCTOBEpHBI AMAarHo3 Tojarpa Jaxke TMpH  OTCYTCTBUU
KIIMHUYCCKUX IMPHU3HAKOB.

VYuuTeiBass IMArHOCTUYECKUE KpUTEpHH moaarpel B.A.
HaconoBa, M.I'. Actanenko no OayuibHOU cucteMme [7], HaTu4ue
TOQYyCOB y HaIIero MalueHTa COOTBETCTBYET UEThIpEM Oaluiam,
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YTO HEJOCTATOYHO JUIsl IOCTAaHOBKHM JOCTOBEPHOIO JUarHo3a
nojarpa.

B pa3BuTMM KIMHHYECKOH KapTHUHBI 3a00JIeBaHUS
BBIJIETISIIOTCS YETHIPE CTaAUU.

Jlamenmuasn cmaous ¢ 6ecCuMnmoMmMHoll eunepypuxemuen.
Ha o570l cTaguM OTCYTCTBYIOT KJIMHHUYECKHE TMPU3HAKU
MOPaXCHHsI CyCTaBOB, TOYEK, KOXU. Y OONBHBIX BBISBISIOT
MOBBIIICHHBI YPOBEHb MOYEBOW KHCIOTHI MPHU J1aOOPATOPHBIX
aHaJIM3aX KPOBH UM B MOYH

Bmopas cmaous — ocmpwiii nodacpuueckuii apmpum.
BriepBbie BO3HHMKAaeT OCTpBIM apTPUT, Kak MPaBUIO, OJHOTO
cycraBa. Yame Bcero mnopaxaercsl IUIIOCHE(ATaHTOBBI CYCTaB
MIEPBOTO MajbIlla CTOMBI.

Meosicnpucmynusiti  nepuod — mpemvsi  KIUHUYECKAS
cmaousi nooacpel. Ha »9Toif craguu OONE3HH HAYMHAIOT
MOSIBIISITHCSI TOPYCHI (09aroBBIE OTIOKEHHS yPaTOB).

Yemeepmas cmaodus — Xpouuueckuil nooazpuyecKull
apmpum. Haubonee BbIpaK€HHbIE HM3MEHEHMS] BO3ZHUKAIOT B
CyCTaBax, MOTYT HOSIBIIATHCSA TOPYCHI.

[Hoparpuueckas Hedponartus, KOTOpast MOJKET
pa3BUBATbCA CO BTOPOH cTaauu 3aboneBanus, BcTpeyaeTcs y 60-
90% OO0NBHBIX B BHJE YpOJUTHA3a, JTUOO HHTEPCTUIIUAIHLHOTO
Heppura [8]. [Ipu THCTONOrHMUECKOM HCCIEAOBAHUU Y HAIIETO
00JIBHOIO OTCYTCTBOBAJO MOPaKEHUE IOYEK, XapaKTEepHOE IS
nojarpuyeckol HedpomaTtuu, a BBISBICHHBIH He(ppocKiIepo3
SBJSJICA ~ CIEICTBUEM  HEKOHTPOJIHMPYEMOW  apTEpUAIIBHOM
THIIEPTOHUU.

OOpazoBanne  TOPycoB  TpSIMO  KOppEIHPYEeT ¢
JUTUTETILHOCTHIO U BBIPAKEHHOCTHIO TUTIEPYPUKEMUH U TSHKECTHIO
MOpaXEHMsI MOYEK U yalle HaOJroAaeTcs B XPSIIEBOW TKaHM,
CHHOBHAIILHOM 000J0ouke, cBsi3kax [8]. Y manueHToB ¢ Topycamu
MOJIarpUYECKUE aTaKW BO3HUKAIOT PEKE U MPOTEKAIOT JIETYE, YEM
y OOJIBHBIX 0e3 TO(yCOB. Pannee Hayano
AHTUTUIIEPYPUKEMUYECKOW  Tepaluu  TMO3BOJSET  M30€kKaTh
CTPYKTYPHBIX ~ M3MEHEHHl  CyCTaBOB M  MPEIOTBPATUTh
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dbopmupoBanue TodhycoB, MOIUDUIIUPYSI €CTECTBEHHOE TEUCHUE
MOAArpHI.

Togycsl BO BHYTpEHHHMX OpraHax — peIKoe SBJICHUE,
HaAOJI0IAI0TCA, KaK MPaBWIIO, IPU BBIPAXKEHHBIX MOAArPHUUECKUX
apTpuTax, KpaiiHe peako 0e3 NOoJarpuyeckoro apTpuTa y
OOJMBHBIX C THUNEpPYpUKEMHEH Ha (oHE reMo0JIacTO30B U
BPOXICHHBIX J€(PEKTOB (DEPMEHTOB.

L. Lichtenstein u coaBt. (1956)ipu TIIaTeTEHOM
[1aTOJIOTOAHATOMUYECKOM HCCIIEIOBAaHUM OIHUCAl OMHHAILAThH
clly4aeB C OOpa30BaHHEM KOHIJIOMEPAaTOB YpaTOB B TKaHAX
MEXKITO3BOHKOBBIX AUCKOB [9]. Takke omucaHbl NpPUMEPHI C
JIET€HEPaTUBHBIMU H3MEHEHUSIMHU MEKIIO3BOHKOBBIX CYCTaBOB,
MPEUMYIIECTBEHHO 1€MW U MNOACHUYHOro otaena 4 u 5
MO3BOHKOB, C OTJIO)KEHHEM YypaTOoB B KalcyjaX, CBs3Kax,
cycraHoM xpsamie [10, 11]. Onucano mnopakeHue JIOOKOBOTO
cumpuza (symphisis pubica), y mnammentkn 89 ger, c
noJlarpuyecKuMu ToycaMu Ha pyKax U HOTaX, HE MOJydaBIIei
TMIIOYPEKMMHUYECKOM Tepanuu. B  KIMHWYECKOM  KapTHUHE
npeBaliipoBalia 00JIe3HEHHOCTh B 00J1aCTH JJOHHOTO COWJICHEHUS
n (ebpunbHas Temreparypa. Jluar{o3 ObUT MOATBEPIKICH IIPH
MOJNISIPU3AIMOHHON MHUKPOCKONUM YyyacTka OwomnTtara cumdpusa
[12].

E. Pund u coaBT. omucanu OTIOXKEHHUE COJIE ypaToB B
TOHKOW  KHUIIKe, KOTOphle  ObUTM  OOHapy)XeHbl  TIpU
MaKpOCKOITUYECKOM HCCIIE0BAHUU u MIOITBEPKIACHBI
MOJIAPU3AIIMIOHHON MUKpOcKomnuen [13].

H. Wu u coaBt. onucanu nauueHTKy 37 JeT HErpoOuAHOU
pacel C CHCTEMHOM KpacHOUW BOJYAHKOW W JIFOITyc-HeppuToM Oe3
MOJIarpUYECKOro apTpuTa, y kotopoit mpu KT 6b110 06HapykeHO
o0pa3oBaHHEe B TOJCTOM KHIIKE. ACTHpanMOHHAs OHOIICHS
0o0pa3oBaHUs C MOCIEAYIOIIEH MONSIPU3YIONIEH MUKPOCKOMUEH
BBISIBIJIM KPUCTAUTBI ypaToB. llammeHTke OBUIO BBHIMONHEHA
JANapoCKONMYECcKass MPaBOCTOPOHHSS T'E€MHUKOJIIKTOMUS IO
MIOBOJly MAacCCHUBHOTO cyOcepo3HOro oOpa30oBaHHUS IONEPEYHO-
000/10YHO KHILIKH, OKa3aBIIUMCS ToAarpuueckum Todpycom [ 14].
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Yame B nuTepaType BCTPEYAOTCS] OMMCAHMS MOPAKECHUS
cep/la MpHu Hojarpe ¢ JIoKanuzauueil TohycoB Ha MUTPaIbHOM
KJlanaHe, KJanaHe JIerOYHOM apTepuu, Tak >KE€ BO3MOXKHO
pa3BUTHE OCTPOTO ToAarpuyeckoro mnepukapauta [15, 16, 18].
WHTepecHo omucaHue ManuMeHTa ¢ TodycoM Ha CTBOpPKe
MUTPAJIBHOIO  KJalaHa, CTaBIIUM  IPUYMHOW  CHIABICHUS
orubarolel KOpPOHAPHOM apTepuu M pa3BUTHA UH(apKTa
muokapzaa. I[lpu MopdonornueckoM HcCIeIOBaHMM MHOKapa
Obul OOHapy>keH TUNUYHBIA TOdyc B BHIEe aMOp(HOW Macchl,
coJlepKallleil MOYEBYIO KHCIOTY U ypaTbl U OKPYXEHHBIN
¢uOpO3HOI TKaHbIO, TUTAHTCKUMH KJIETKAMU U Makpodaramu
[15]. [Ipu Todycax B MHOKpaae ONMUCAHBI TAKKE HAPYIICHUS
CEpIEeYHOr0 pUTMAa U MPOBOJUMOCTH B BHUAE CTOHMKOH
JKEITyTOYKOBOW OWTeMEHWH W TIOJIHOW aTPUOBEHTPUKYISIPHON
OJ0Kapl, TIPU 3TOM MOJ BJIUSHUEM YPUKO3YypUUECKOM Tepamuu
OTMEYAJIINCh  PETPecC  KEIYJOYKOBOM  DKCTPACUCTOIIMH U
yIJIy4IllIEHUE aTPUOBEHTPUKYJISIPHOM poBoguMocTH [15].

K penkum mnpumepam Takke CleQyeT OTHECTHU
o0pa3oBaHUe KPUCTAJIOB YPaTOB HAa KOHBIOHKTHBE Y MALUEHTKH
C JUIUTEITLHBIM aHAMHE30M mojarpsl [17].

B xinHuYeckux HaOMIOAGHUAX Yy NAIMEHTOB C IOJArpoi
HEpeAKo  omuchiBaloTCs  aHemun.Hambomee  BepOSTHBIMU
OpUYMHAMU aHEeMHM B JaHHOM Cllydae MOTyT OBbITh ee
AJIMMEHTApHBIA T€HE3, a TAKXKE YXyJAUICHUE BCACBIBAHMS Keie3a
13-32 HaJan4uus To(pycoB B TOHKOM KuIke [2].

Bropuunblii  XapakTep — moaarpel  IPEACTaBIAETCS
MaJIOBEPOSITHBIM, T.K. JAaHHBIX 3a MHUEJIONPOIU(epaTuBHOE
3aboseBaHue, OHKOJIOTUYECKHI nporecc npu
[aTOJIOr0aHATOMUYECKOM HCCIIEOBAaHUM TOJy4€HO He ObLiIo,
MTALMEHT HE I0JIy4aJl IOCTOSTHHOW JIEKAPCTBEHHOM TEPAITHH.

VY OGonpHoro ummenace XCH, mpu KOTOpoil oTMeuaroT
TUIIEPYPUKEMUIO, TPUYEM BBIPAKEHHOCTD MOCJEIHEN CBA3aHa C
TsokecTelo XCH u ompezpensier HeOnaronpusiTHBIA MPOrHO3 B
OTHOIIEHMU KHU3HU. [lpm H3TOM walie BCEro OTCYTCTBYIOT
IIPOSIBIICHUs apTpuTa M HE MAET pedb O mojarpe. Y Hallero
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OOJIBHOTO OTMEYEHO  CYIIECTBEHHOE HAKOIUICEHHE YypaToB B
TKaHAX  JIETKUX, TOHKOW KUIIKe W OpbDKeilke HMEHHO 3a
MOCJIEIHUI TOoA, T.€. KOrma IOcCJe MOBTOPHBIX HH(APKTOB
MuokapaanporpeccupoBaiaXCH. Caszate ¢ saBieHusmu XCH
HAaKOIUIEHUE YpaToOB B TKAHAX TPYAHO (HUYEro Moxo0HOTro B

JUTEpaType HE OIHUCAaHO), OTHAKO OOCYXJaThb TaKyO
BO3MOKHOCTb, I1I0-BUAUMOMY, MOXKHO.
Takum oOpaszom, CKOpee cleayeT cYuTaTh Oojee

BEPOSTHBIM, 4YTO Yy OOJBHOTO HUMENCS pEeAKU BapuaHT
NEepBUYHBIN TOmarpel ¢ oOpa3oBaHWEM TO(PYCOB B JIETKHX,
OpbDKeilike, TOHKOM  Kumke 0e3  YeTKMX  INPU3HAKOB
MOJIarpUYECKOT0 apTPUTA.
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ATHIINYHAS MTHEBMOHMH C OCTPbIM
MOBPECKIACHUEM MMOYECK ITPU OPHUTO3€C

[1.B. JlazapeB, A.H. Cepebpos,
T.b. Imutposa, I'.K. Kuskbaes

CambiM YaCThIM ATHOJIOTUYECKUM areHToM
BHEOOJIbHUYHOW  TTHEBMOHUHU saBisieTcst  Streptococcus
pneumoniae. IlpuHumas BO BHUMAaHHWE HHIUBHIyaJbHbIC
(dakTopbl pHCKAa U TSDKECTh 3a00J€BaHMs, TaKXKe MOXKHO
paccMaTpuBaTh JApYrue  MHUKpoorpaHusmbl. K TUIMYHBIM
BO30YIUTEISIM  ITHEBMOHUH  OTHOCST S.  pneumoniae,
Haemophilus influenzae, u (y HekoTopsIx 00JbHBIX) S. aureus, a
takxke ['pam-oTpurarenbHbie opraHu3Mel, Takue, kak Klebsiella
pneumoniae u Pseudomonas aeruginosa. I'pynma aTUNU4HBIX
BKIIoYaeT B ce0s Mycoplasma spp., Chlamydia spp., u
Legionella spp., a Takke HEKOTOpbIE peCIUPATOPHBIE BUPYCHI (B
T.4. TPHII, aJeHOBUPYC M PECIUPATOPHBIA CHHTUIHAIBHBINA
BUpPYC). OCOOEHHOCTBIO ATUMHMYHBIX OPraHU3MOB SBISIETCS TO,
9TO UX HEBO3MOXKHO YBHIETH NMPH MHUKPOCKOIHUH MOKPOTHI IO
I'pamy WM MONYyYHUTh MpPHU IOCEBE MOKPOTHI Ha OOBIYHBIC
MUTaTeNbHBIE Cpebl. J[pyruM BakHBIM (aKTOPOM, TPEOYIOIIUM
HEOOXOIMMOCTh KaK MOXKHO Oosiee OBICTPOM AMAarHOCTHKH
ATUITUYHON TTHEBMOHHH, SIBIISIETCSI OCOOCHHOCTh €€ JICUCHHS, a
MMEHHO: BCE aTUIMYHbIE MUKPOOPTaHU3Mbl yCTOMUYUBBI K JTFOOBIM
npernaparaMm Tpynnbl OeTa-JIakKTaMOB U MO3TOMY JIOJDKHBI OBITH
JIeYeHbl ¢ IOMOIIBIO APYTUX aHTHOAKTepUanbHbIX cpeacTs. B 10-
15% cnayyaeB 3THOJOTUS THEBMOHHHM SIBIISIETCS MOJIMMUKPOOHOM
U MpEeCTaBIseT cOOOH KOMOMHAIMIO TUIMYHOTO M aTUIIUYHOTO
BO30YAHTEIS.

OpHuTOo3 (ICUTAKKO3, MoIyraiiHas O0oJe3Hb) — OCTpoe
300HO3HOE XJIAaMUAMO3HOE 3a00iieBanne, Bbhi3biBacMoe Chlamydia
psitacci, ¢ MPEUMYIIECTBEHHBIM MOpPAXEHUEM JIETKUX U
pa3BUTHEM CHHIpPOMa HMHTOKCHKAIMH. BriepBeie Kak OAWH W3
BUJOB AaTUNUYHOM THEBMOHMM JaHHOe 3aloyieBaHHE ObLIO
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onucano T. IOprencenom [0Jl Ha3BaHHEM AaTUIIUYHOU
nHeBMonnH (1876), a a 1879 r. JI. Purrep ycTaHOBHMI €T0 CBSI3b C
3apakKCHHEeM OT MOIMyTraeB. BcembImKy HMHOEKINH, WCTOYHUKOM
KOTOPOM CTaJIM TMOIyTrau, 3aBe3&éHHbIe U3 bpazunuu, HaOmrogaH B
1892 r. B Ilapmxke, BcrmeacTBUE 4Yero 3a00JeBaHUE MOIYYHIIO
Ha3BaHME IICUTTAKO3», T.€. MomyraitHast 6osie3nb. [lozqHee ObU1I0
YCTaHOBJIEHO, YTO HCTOYHUKAMHU HWHQPEKIHUU MOTYT OBITh HE
TOJIBKO MOMYTau, HO U MHOTHE JIpyTHe BUABI MITUL], B CBA3H C YEM
3a00JIeBaHKE TIONYYNIIO HA3BaHUE KOPHHUTO3Y.

Mps1 nipencrarisieM HaOMOJCHUE OONBHONW OPHHUTO30M B
TepaneBTHYeCKOM cranuonape. JKenmmuna, 40 jer, 6e3 aHamHe3a
XPOHUYECKHX 3a00JIEBaHUM, MOCTYIIMIA B OOJIBHUILY SKCTPEHHO C
KIIMHUKON OpOHXOJEroyHoi mHdpekuuu. 3adoena ocTpo: 3a Tpu
JIHSL 10 TOCTIUTAIM3AIMA OTMEUaJCs MOAbEM TeMIIepaTyphl Teja
qo  39C, compoBOXIaBIIHMMICS 03HOOOM, MHAITUIMHU,
apTpairusiMu 00ImIel ciabocThio. s CHMKEHHS JHXOpaJKH
MalMeHTKa  HWCIONb30Bajla  CUMITOMAaTHYECKHE  CPENCTBa
(HecTepougHbIE  MPOTUBOBOCHAIUTENIbHBIC  Mpemaparbl, ¢
nepeMeHHbIM  3¢dekrom). K Bedepy creaymomux —CYTOK
IIPUCOCIMHWIICA  CWIBHBIM  CyXOW Kamens. B TedeHwue
MOCNEAYIOIEr0 BpPEMEHU Kallelb M OJbIIIKa HapacTalH,
JMXOpaJKa OCTaBajach Ha IMPEKHEM YPOBHE C MaKCHMaJbHBIM
noabemMoM 10 39,6C. B cBsI3u C COXpaHEHHEM BBIIICYKa3aHHbBIX
KAI00 M OTCYTCTBUEM 3(PPEeKTa OT CUMITOMATHICCKONW TEPAITUN
ObLTa JOCTaBIeHA B TEPANeBTHUECKOE OT/CIICHHUE.

IIpu cbope aHaMHe3a YCTaHOBJIEHO, 4YTO OOJbHas He
KypUT ¥ HE TOJBEpraercs MacCUBHOMY KypeHHIO. B cembe
XpOHUYECKMX 3a00JieBaHMN  JIETKUX HE  3a(UKCHPOBAHO;
[Ipodeccuonanbupie  BPEAHOCTH  OTCYTCTBOBAIM:  OOJbHAs
paboTaeT MEHEKEPOM B KPYITHOW KOMIIaHHWH. AJUIEproaHaMHE3
HE OTATONICH: Ha OBITOBBIE W TPHUPOJHBIC alIepreHbl  He
pearupyer. 3a IpaHully B MOCJEIHUE MOJroJa HE BbIE3Kaia, C
WH(GEKIMOHHBIMA OONBHBIMU HE KOHTaKTHUpoBaia. B mome
MMEETCS MOIyTrau.
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IIpu ocmotpe cocrosiHue cpenHer TspkecTu. KoxHble
NoKpoBbl OsnenHoBatele. IlonoxeHne akTuBHOE. OTEKOB, CHITU
Het. [Tanpnupyrorcst moguentocTHble uMdpoysisl (1o 1-1,5 cm) ¢
00enx CcTOpoH, 0e300J€3HEHHBI, HE CIasHbl C TOJJICKAITUMH
TKaHAMU. OyaroBoil HEBPOJOIMYECKOM M MEHHHI€AIbHON
cumntomatuku HeT. YJ[ = 24 B 1 mun. [Ipu nepkyccum nerkux
NEPKYTOPHBIM 3BYK JIETOYHBIM, HEMHOIO IPUTYIUICHHBIA B
HIDKHUX OTAeNax ciesa. /[pIxaHue Nmpu ayCKyJbTallUH JKECTKOE,
ocnalbJeHHOe B MecTe MPUTYIICHUS MEPKYTOPHOIO 3BYKa, Tam
K€ 3BOHKHE BIIQXHBIE MeNKomy3blpyateie xpumnel. YCC =
104/mun. Al = 110/68 mm pr.ct. ToHBI cepalia MPUTITYIICHBI,
PUTMUYHBI, [IYMbl HE BBICIYIIMBAIOTCSA. 3€B YHCTBINA; SI3BIK
0070sxeH O6enbiM HaleToM. JKUBOT MSTKHi, 0€3007I€3HEHHBIN Mpu
nanblalyy Bo BceX oTAenax. IleueHp BhICTynaeT Ha 2 cM U3-T0J
pebepHoit ayru, ee pasmepsl mo KyproBy 11%9*8 cm. Kpaii
3aKpyTIJIeHHbIN, 0e3001e3HeHHbINA. Cene3eHka He NalblUupYoTCs,
ee IEepKyTOpHblE pa3Mepbl COOTBETCTBYIOT Hopme. Cryn
perynsipHbiif,  odopmieHHBIH.  CHMIOTOM  TTOKOJIAYMBAHUS
OTpHULIATENIbHBIA. MoYenucnyckaHue peryjsipHoe, CBOOOJHOE,
0e300J1e3HEHHOE.

B o6mem aHanm3e KpoBH JIEUKOLUTHI 11,9*109/n (N 4,0-
9,0) , meiirpodmaer 81,4%, B T.4. mamoukosuepuabie 10%,
remorio6uH 128 r/n, COD 62 mm. Ilosbimenue C-peakTUBHOTO
oemka no 318,3 mr/im (N mo 5,0), kpeaturnHa 10 147 MKMOJIB/I,
YTO COOTBETCTBYET CKOPOCTH KiyOoukoBoi ¢unbrparmu (CKD),
paBHoii 33 mi/muH 10 popmyne MDRD. B obmiem ananuse moun
— 6enok 0,5 rpamMm.

Ha pentreHorpamme oOpraHoB TIpyAHOM KIETKH —
OTMEYAJIOCh T'OMOT€HHOE 3aT€MEHHME HWKHUX OTIENIOB JIEBOTO
JErOYHOro  mojs  (MaccUBHas  CIAMBHAs  MHQWIbTpaLMs),
TUIeBpajbHbIE CUHYCHI CBOOOIHBI (CM. PUC).
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OOumwmii 1 GaKTepHOIOrMYeCKH aHaJM3bl MOKPOTHI HE
OBUTH B3ATHI 110 IPHYUHE €€ CKYTHOTO OTXOXKICHHS.

Ha ocHoOBaHuU BBINIEYKa3aHHBIX JaHHBIX (*KamoObl Ha
Kaledb ®W  OJBIIIKY, WHTOKCUKaIUs, JabopaTopHO-
BOCTIAJIUTENBHBIA CUHIPOM, PEHTTEHOJIIOTUYECKash KapTUHA) ObLI
YCTaHOBIIEH  JWarHo3:  BHeOompHWYHAS ~ JIEBOCTOPOHHSS
HUOKHEJI0JIeBas MTHEBMOHUS. [[pIxaTenbHas HEOCTaTOYHOCTh 1CT.
NuTokcukanus. bruta Ha3Ha4YeHa aHTHOaKTepUaTbHAS
(amokcuMiUTMH + KaBylaHoBas kuciota 1,5 T 4 pa3za B CyTKH),
JIE3MHTOKCUKAIMOHHAS (B/B KareabHbIe HHPY3UH 5% TIFOKO3bI ¢
ButamuHoMm C), mykonuTHueckas (amOpokconm per os, ALILL
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BHYTPUBEHHO) Tepamwus, MPU TOBBIIICHUA TEMIIEPATyphl Tela
ceoiie 38 C — BBogwics aukiodeHak /M. [lo mpomectBun 48
4acoB C MOMEHTa Hayaja Tepanuu OTMEYaioCh COXpaHEHUE BCEX
BBIIIIEYKAa3aHHbIX CHMIITOMOB. B aHanu3ax KpoBH KpeaTWHUH
causuics 1o 102 mxmonb/n (Ha 45 mkmodns/in, CK® 58 mn/muH),
YTO COOTBETCTBYET KPUTEPHUSIM OCTPOrO MOBPEKIACHUS MOYEK
(OIIIT) 1 crenenm.

[IpoBeneH AOMONMHUTENBHBIA paccpoc OOJILHOM, B XOJIe
KOTOpPOro OBLIO YCTAaHOBIIEHO, YTO OONbHAsT KyIWJIa CBOETO
JIOMAIIHETO TIOMmyrasi JBa Mecslla Has3aJ Ha NTUYHEM pBIHKE.
[Ituia B TeyeHHEe TIOCIAEAHETO BPEMEHU Oblla BsUIOH U
OTKa3blBaJIach OT muiu. llocime 3Toro Hapsigy ¢ JAPYyTHMH
BO30YIUTENSIMH MBI HE MOIVIM HCKIIOUUTH OPHUTO3 TPHU
MUArHOCTHKE DJTHOJOTHM THEBMOHMM Yy JIaHHOW OOJBHOM.
YuuTbiBas OTCYTCTBHME OTBETa Ha Tepamnuio OeTa-JIaKTaMaMH,
Obula TpoWM3BeNeHa CMEHa aHTHOMOTHKAa Ha (QTOPXHHOIIOH
BTOPOTO TOKOJeHUs1 — JieBodiokcanuH B go3e 500 mr/cyt. Ha
CIIEYIOIIMA JIeHb TIOCJIe Hayaja TpuemMa JieBOo(IIOKcannHa
OONBHOM cTanmo Jydylle: TemIepaTypa Tella CHHU3WIACh JI0
cyodeOpmIpbHBIX (P, cTaga OTXOAUTH MOKPOTa CEpPOBATOTO
[[BETa B HEOOIBILIOM KOJIMYECTBE, YMEHBIIUINCH OOJIM B CyCTaBax
U MbpIax. B To ke BpeMms, CTaJi0 M3BECTHO, YTO AOMAIIHUUN
MOTTyTail yMep BO BpeMsl HAXOKIEHUS MallMeHTKU B CTallMOHape.
BBuny BBICOKOW KIMHMYECKON BEPOSTHOCTH HAIWYUSA OPHHUTO34,
y OoNbHOHN OBLT B3AT aHANW3 KPOBU HAa HAJIUYUE AHTUTEN K
Chlamydia psitacci, a cama TDalMeHTKa TMEpeBEJCHa B
nHpeKINOHHY0 OonbHuIly Nel it nanpHeHero HabmoIeHUs U
JIeYCHUSI.

PesepByapamu wmukpoopranuzmoB tuma C. psittaci B
NpUPOJE  SBISIIOTCA ~ MHOTHE  OTHUIBI W HEKOTOPHIE
miekonuratomue. HemocpenctBenno C. psittaci mopakaer
JIOJIeH TOJIBKO TpU 3apakeHuH OT nTull. [loutu Bce mepHaTbie
YyBCTBUTEIbHBl K JaHHOW HMH(EKIMH, HO HEKOTOpPbIE U3 HHX
Haubojee 4YacTo  MEpedaroT  BUPYC  YEJOBEKY:  TaKue
JIEKOPAaTUBHBIE MTHUIIBI, KAK KOPOTKO- U JITMHHOXBOCTBIE TIOMyTaH,
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KaHapeWku; a Takke WHIEHKM W yTku. Hawmbompmmii puck
3a00JIeTh MMEIOT PA3BOMYMKU M OO0JaJaTeNM BBIIIECYKAa3aHHBIX
BUOB NTUI]. YacTo cTpagaroT OPHUTO30M (epMephl U MPOAABIIBI
30o0Mmara3uHoB. [tuiel, 3apakennsie u Beaensromume Cl. psittaci
MOTYT OBITh BHEIIHE 3J0POBBIMH, @ MOTYT JOJIIO Ka3aThCs
BAJIBIMM M MaJOaKTUBHBIMHU, KaK B HalleM ciiydae. MexaHu3Mm
3apakCHHUsT OpPHUTO30M — a’pO30JIbHBIM, IIyTeM HPSIMOI0
KOHTaKTa (BO3AYLIHO-KaleiabHBbIA) WM  BJABIXaHUSA  TBUIH,
colepXalleil uYacTHIbl MNTUYBUX TEpheB W/HIM  (eKanuid.
[lepeqaua BO30yauTENsE OT YEIOBEKa K YEIOBEKY ObuLIa
MPENIoJIOKeHa B HEKOTOPHIX paboTax, HO HU pa3dy He Obuia
JOKYMEHTaJbHO 3adukcupoBaHa. B  ciaywasx oTcyTcTBUSA
OUEBHUJHOTO KOHTaKTa C OOJbHOW NTHIEH — HCTOYHUKOM
3apakCHHsT MOTYT CTaTh (QeKaauu BOpPOObEB U Troiy0Oedl B
TOPOJICKUX, KYP M YTOK B CETTbCKUX YCIOBHSX.

OOblYHO OpHUTO3 MaHUECTHPYET Yy JIOJeH Kak
NepBUYHAs TsDKENas OocTpas MHeBMOHUS (KoTtopas B 10% ciayuyaeB
MOKET 3aBEPLUUTHCS JIETAJBHBIM HCXOAOM); KaK TsKeloe
3aTsHKHOE BOCTMAJICHHE JIETKUX; Kak Tmpoctyna. [IHeBMoHUS
OOBIYHO MPOTEKAET TSAKEIO U IMOpPaXaeT, KaK MUHHUMYM, JOJIO
JIETKOTO.

B CHIA opHuto3 nuarHoctupyercst npumepHo y 50
YelOBEeK  €XKEeroJHo, HO 3TO  OTHOCHUTCA  TOJNBKO K
MOJATBEPKJIEHHBIM ciydasiM. B nndexnuonnoit 6onbaune Nel r.
MockBsI Takxke HaOmonaercss okono 50 4enoBek B roj ¢ JaHHON
uHpeknue. Y OONBHBIX C aTUITUYHOW ITHEBMOHHWEH HE Bcerjna
MPOBOAAT CEPOJOTHYECKHE TECThl Ha OPHHUTO3, TMOITOMY
MIPEJIIToJIaracTcs, YTO peaabHO OOJIBHBIX JaHHBIM 3a00JIeBaHUEM
ropa3fo (B mecsaTku pa3) Oombiie. K Tomy ke, MO HEKOTOPHIM
poccuiickuMm JaHHBIM 0K0JI0 10% BHEOOTHPHUYHBIX ITHEBMOHHIM
UMEIOT Toao0Hyr0  atuonoruto. OCHOBHOHW  Mepoil 1o
IPEIOTBPALICHUIO 3a00J€BAEMOCTH  SIBISIETCS BETEPUHAPHBIN
KOHTPOJIb 32 BBO3UMOW NTHUIEH (OHM 00s3aHBI MPOXOJIUTH
KapaHTuH B TeueHne 30 aHel) WM NpoWIaKTHKAa B BHIEC
TeTPALUKINH-COJEpKaero kKopma. JIBakapl HaOIroAaBIIKECs
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paHee sMUIeMHMM TIcHTakko3a (camas kpymHas B 1930 r. ¢ 800
3a00/€BIIMX) — OTO YK€ HCTOPHs, Teleph K€ OPHHUTO3
BCTPEYAETCS HCKIIIOYUTEIHHO B BHJIE CTIOPATMUYECKUX CITyYaeB.

NukyOanmoHHbIii  miepuoa  OOBIMHO cocTaBisier 5—19
CYTOK, HO MOXET ObIThb MpojyieH 10 28 aHed. TUnUIHBIMH
MPOSIBICHUSIMU ~ OPHUTO3a SIBIISIIOTCA JIUXOpaJKa C O3HOOOM,
MHAJITUHM,  TsOKelas  TOoJIoBHas  00ab,  remaro  W/WiIH
CIUICHOMETaJIUs, a TaKXKe KEIyJAOYHO-KUIICUYHbIE CHMIITOMBI.
OObI1YHO OOJIBHBIX OECIIOKOUT HEMPOIYKTHBHBIN Karienb. Yacto
BO3HHMKACT TsDKENas ITHEBMOHHMsA, TpeOyromash HaONIOACHUS B
OTIIEJICHMM WHTEHCUBHOW Tepanuu. MHorma HaOmromaercs
MaKyJisipHas chirb Ha june (rmsatHa Horner). BoamokHO pa3zButue
aHeMHH B pe3ynbTaTe reMolu3a, MOJIOKUTETIbHBIC
MEHHHT€aJIbHBIE CUMIITOMBL. MOTYT BO3HUKATh TaKHWe CEpACYHO-
COCYIMCTHIE OCTIOKHEHUS KaK 3HJ0- U MUOKApIUT. B e AMHUYHBIX
CIlydasix OTMEYaIIMCh apTPUTH © MEHUHTO9HICPAITUT.

CaMbIM 4YacThIM PEHTICHOJOTHYECKUM MPOSIBICHUEM
OpPHHUTO3a SBJISAETCS OJHOCTOPOHHS WH(OWIBTpAaNUs B HIDKHEH
Jolie, perpeccupyomas MeIjJeHHO, OOBIYHO B CpenHeM 3a 6
Helenb  (XOTS BO3MOXHO JIBYCTOPOHHEE, MMJIMApHOE WU
WHTEPCTUIIMANBHOE TOpakeHue Jerkux). Jlis JuarHOCTHKU
UCTIONIB3YIOTCSl CEPOJIOTHUECKUE TECThI, MPUYEM THUTP JIFOOBIX
anTuTen Bhime 1:16 OOBIYHO O3HAYaeT HaTUYME KOHTAKTa C
XJIAMUJIMSAMH, @ WX YETBIPEXKPATHOE YBEIMUYEHHE B MApPHBIX
CBIBOPOTKAX JWHAMUKE B COYETAaHUH C  XapaKTEPHBIM
KJIMHAYECKHUM CHHIPOMOM SIBJIISIETCS 30JIOTBIM  CTaHAapTOM
QUArHOCTHKU. MHOTHAa OTXOAWT THOWHAs MOKpOTa, HO
BO30yAHTENS B HEH OOHAPYKUTH HE yIACTCS.

Takum 00pa3oM, OCHOBHBIMU OTIUYHUSIMH THEBMOHUU TPU
OPHHUTO3€ OT BOCHAJCHUS JIETKUX, BBI3BAHHOTO THITMYHBIMH
BO30YIUTENSIMH, SIBJSIOTCS YacTO€ pPa3BUTHE TeMaTOMErajndl U
OIIII, orcyrctBue dddekra oT Tepanuu OeTa-JIaKTaMaMH,
JUTUTEIHLHOCTh paspeleHus PEHTTEHOIOTUYECKOM
cumnromMatukd. C JApyrod CTOPOHBI, OT APYTHUX ATUIHYHBIX
MTHEBMOHHM OPHUTO3 OTJIMYAETCS OTCYTCTBUEM MPOAPOMAIIEHOTO
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nepuoaa M MOpaKEHUsI BEPXHUX JIbIXaTEJIbHBIX IMyTEH, HATUUUEM
KapTUHBI MTHEBMOHUHM Ha PEHTIE€HOIpaMMe JIeTKHX. Pe3ynbTarhl
aHAJIN30B, IOJYYEHHbIE Ye€pe3 TpU [IHS, CBHUIETEIBLCTBYIOT O
HaJUYUHM OCTPOH XiamMuauitHoW nHdekuu: antutena IgM u IgA
k C.psittaci B MMMyHO(pEpMEHTHOM aHanu3e OOHApy>KEHbI B
pasBeaeHun 1:220, a tutp ummyHoriaoOynmHa G k C.psittaci
coctaBuin 1:630. JlaHHble TMOKa3aTeldu SBISIOTCS  OYECHBb
BBICOKUMH M (PaKTUUYECKH He TpeOYIOT MOBTOPHOM MOCTAaHOBKHU
CEPOJIOTMYECKOM peaKIMK. Y UUTHIBAs ATH PE3YJIbTAThl U HATUUUE
BCEX BBINICTICPEUNCICHHBIX OCOOCHHOCTEH, JMAarHO3 OPHUTO3a B
JAHHOM CJIy4ae OIpeJescH.

[IpenapaTom BbIOOpa MpHU JIEUEHUU OPHUTO3A CUUTAETCA
TETPALUKIINH, 103a JUIS B3pOCHbIX cocTaBiseT 250 mr 4 pasza B
CTYKM B TEYEHHME, [0 MEHbLIEH Mepe, Tpex Heaenb s
NPEIOTBPALICHUS]  Pa3BUTHS ~ PEUUIMBOB.  ANBTEPHATHUBOMN
aBisgercs s3puTpoMuimH B go3e 500 mMr 4 pasa B CYTKH.
Tsxeno00NbHBIM MOKET TIOHAJOOUTHCS CEPIICYHO-COCYAUCTAs U
pecnpartopHas nmogaep:kka. Ha TaHHBIIT MOMEHT CMEPTHOCTh OT
OpHHMTO3a  cocTaBisieT MeHee 1%, a  mpeauKTOpamu
HEOJIarONMpUITHOIO IPOTHO3a SIBISIOTCS DPA3BUTHE AHEMUU U
OIIIL

Hecmotps Ha Hanuuue OIIII, Hama manueHTKa ycreurHo
OpOJOKUIA  Kypc  Jie4eHHs  JIeBO(IIOKCAIMHOM  (BBUAY
MIOJIOKUTENBHOTO 3 dekTa) B TeueHne 14 mHEel, Mo OKOHYAHUU
KOTOpPOTO HCY€3/a BCS KIMHUYECKAsh CUMITOMAaTHKa (Kallelb,
cimabocTh, 00JM B MBIIIAX), TEMIIEpaTypa Tella HAaXOAWIACh B
npenaenax HOPMB, perpeccupoBa nabopaTtopHo-
BOCTIAJIMTENNBHBI cuHApoM. Ha peHtrenorpadum nerkux uepes
JIBE HEJIENU OTMEYaeTCsl yMEHbIlIeHne 00beMa U UHTEHCUBHOCTHU
UHQUIBTPALIUH.

Knunndeckoe HabmoeHne WITIOCTPUPYET BaKHOCTD
cOopa SMUIEMHOIIOTUYECKOTO aHaMHE3a y BCEX TMAIHUEHTOB C
MTHEBMOHHEH, MOCTYMAIONUX B TEPANEBTUYECKUI CTallMOHAp, U
HEOOXOIMMOCTh ~ CBOCBPEMEHHOH  OLEHKH  3(P(PEKTUBHOCTH
MIPOBOAMMON aHTHOAKTEPHAIbHOM TeparuH.
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NupexkniuoHHbIA SHAOKAPAUT ¢ AHTU(HOCHOTMITUIHBIM
CHHAPOMOM M TS2KeJIBbIM MYJIbTH(OKAIBHBIM
aTepoCKJIepo3oM
A.C. Iucaprok, E.O. Kotona, JI.A. I'opesa,
1O.JI. Kapaynosa, B.B.Yenb1oB

AnTrdOochHomUIMIHBINH CUH/IPOM (ADC) —
CHUMIITOMOKOMILIEKC, BKJIIOUAIOIIUH peLUIUBHPYIOLIUE
TpoMOO3bl (apTepuanbHble W/WIM BEHO3HBIC), AaKYIIEPCKYIO
MaToJOTHIO (Yalle CHUHAPOM TMOTEpU IUIONA) M CBSI3aHHBIM C
CHUHTE30M aHTU(POCHOTUTTHIHBIX aHTHUTEI (adJD):
aHTUKapaIUOIUNUHOBBIX aHTuTen (aKJI) w/mnm BOT9aHOYHOTO
anTtukoarynsuta (BA), w/wnu anturen k P2-rukonporeuny I
(anTu-B2-I'Tl 1). ADPC sBusercss MOAENbI0 ayTOMMMYHHOI'O
TpoM003a U OTHOCUTCS K TPHOOPETEHHBIM TPOMOO(HITHSIM.

K uncny vacteix ocinoxHeHui y 0onpHbIX ¢ ADC oTHOCATCA
cocynucTheie KatacTpodsl (MHpApKT MUOKapaa u WHCYNbT) [1].
[IpyunHBl ¥ MEXaHU3Mbl COCYOUCTBIX oOcioxkHeHu npu ADC
MHOTroo0Opa3Hbl, HO Han0oJee YacTo OHM CBSI3aHbl C TPOMOO3aMHU
U aTepOCKIEPOTUUYECKUMU HW3MEHEHHSIMH B cocynax [2-4] B
ocHoBe maroreHeza AMC nexar ABa  B3aHMMOCBS3aHHBIX
nporecca: IUCITUIMHASMHS W XPOHUYECKOE BOCIAJICHHE, TPU
KOTOpOM HaOmromaercs oOpa3oBaHuMe ayToaHTHTENn K P2
[IUKOTIPOTEWHY |,  OKHCIICHHBIM  JIUTIIONPOTEMHAM  HHU3KOM
wiotHocty (oJIHII) wu apyrum ¢ocdonununam, HSP 60/65
OenkaM TerutoBoro moka [5-10].

CrarucTHUeCcKUX JaHHBIX [0 YacTOTe BCTPEYAEMOCTH
uH}pekronHoro sHaokapauta (M9) npu A®C B nuTeparypHBIX
HCTOYHHUKAX MaJo. ITo JTAaHHBIM JIOKaJIbHBIX
HEpaHJIOMH3HPOBAHHBIX UCCIIENOBaHUN B Poccuu, MpoBeIeHHBIX
B 2009 rony, I3 B coueranuu ¢ ADC 3apeructpupoBat y 5,6%
u3 107 manueHTOB, OOCJIEIOBAHHBIX HA  IHPKYJISAIHIO
AHTUKApIUOJIMIIMHOBBIX ~ AHTHUTEN, W XapaKTepH30BajcCs
npeoOnaanieM Jnil >keHCkoro mona (83%), Oomee wacThiM
pasBuTHEM  TpoMmOo3MOonuueckux ocinoxkHeHuid (83%) wu
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nopaxkenuem mouek (100%) [6]. Kiamannele wu3MeHeHUs
BeneactBue ADC MOTyT SBIATHCS (POHOBBIM COCTOSTHHUEM IS
pasButus BropuuHoro HMD. Ilpu ADC naubonee yacTo
MOPaKalOTCsl  JIEBBIE OTHAENBI CEpAld, B TIEPBYIO Ouepeldb
MUTpaIbHBIN Kiamad [11].

[TpuBOIUM KIMHMYECKOE HAOIIOACHUE MOJIOION JKEHILMHBI C
MOBTOPHBIMM ~ MH(ApPKTaMM  TOJIOBHOTO  MO3Ta,  TSDKEJIOM
aHTUoNaTHel HMKHUX KOHEYHOCTEH, Ha (oHe (PyIbMHHAHTHOIO
AD®C ¥ TDKENOro  PaclpOCTPAHEHHOIO  aTepOCKIEPO3a,
pUBEIIINX K pazButuio N0O.

[Tanmentka K., 43 net, nmoctynuna sxctpeHHo B ['Kb Ne64 B
CBSI3M C OCTPO BO3HHKIIECH CIIA0OCTBIO B JIEBBIX HWKHUX
KOHEUHOCTSIX, HApyILICHUEM PEYH.

Ho ampens 2013 roga cuurtana cedst 3p0poBoitl. B ampene
2013 roma mepeHecna MH(APKT TOJIOBHOTO Mo3ra B OacceifHe
JIEBOM cpenHel MO3roBOW apTepuH ¢ rpyObIM MPaBOCTOPOHHUM
remunape3oM. Ha ¢oHe mnpoBeneHHOro JeyeHHs HECKOJIbKO
yBEJIMYWIIACh JIBUraTelbHAsi aKTUBHOCTb, IIOCJIE€  BBIIUCKU
IOPOJO/DKMIA HOOTPONHYIO Tepanuio B TEUEHUH YEThIPEX
MmecaueB. 10.08.13 cocTosiHuEe pe3ko yXyALIMIOCH: MOSBHUIIACH
c1aboCTh B JIEBBIX KOHEYHOCTSX, YXYIIIWIACh pPedb, B CBS3HU C
4YeM 3KCTpEeHHO ObL1a rocnuranusuposasa B I'Kb Ne64.

Temneparypy noma He u3Mmepsuia. KypuT Ha NpoTSHKEHUH
MHOTHUX JIeT (MHACKC «rmadka/met»=30, 3710CTHas KypWIbIIUIA),
HE OTPULIAET 3J10yNOoTpebIeHHE ajKorojieM. Y MaTepH MalueHTKH
OBUTH CaMOIIPOU3BOJILHBIE a0OPTHI U MEPTBOPOXKIICHHBIE JIETH, B
60 et nepeHecna nHMapKT MUOKapAa, ymMepia B Bo3pacte 63 neT
OT  TpoMOOSMOONWMM  JIETOYHOW  apTepuul  BCIEICTBHUE
TpoMOodeduTa BeH HUKHUX KOHEYHOCTeH. Y caMOi MalMeHTKU
TaKk Jke¢ OBUITM MEpPTBOPOXKICHHBIE IETH Ha IO3JHUX CpPOKax
OepeMEHHOCTH.

IIpn mocTymuieHMM COCTOSIHME CpelHeW TshkecTu. Temmeparypa
39,1°C. Tlonoxenue mnaccuBHOe. KokHbIE MOKpPOBBI ONeAHOMN
OKpacku, 1muano3 ry0. Ilymecamnms Ha mepugepudecKux apTepusx
ocnabnena. Tpodudeckas s3Ba MpaBoi rojeHu, rmyookas 1,5x5
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cM. Cyxue HeKpo3bl 2 U 5 manbleB npaBod cTonbl. OTEKOB HET.
MornouHble xenne3bl 0e3 MaToJIOrMYeCKUX YIUIOTHeHHMH. Jlerkwmii
sKk30(TansM. YaoenerBoputenbHoro nutanus. Poct 168 cm, Bec
68 kr, UMT 24 kr/v’.

Hesponoruuecknii craryc: Co3Hanue sicHoe. ToranbHas
adaszus. uchonus. Ilepuonnueckn — mucdarusa. 3pauku D=S,
doTopeakii  COXpaHEHBL. 3a MOJOTOYKOM HE  CJEIUT.
[lenTpanbubiii mape3 7, 12 mapbl 4epenmHO-MO3TOBBIX HEPBOB
cneBa. CyxoxuibHble pedaexcst D>S. Tonyc wmpimm D>S.
YyBCTBUTENBHBIX PACCTPOMCTB BBISIBUTH HE yraeTcs. TeTpamapes:
pe3uayanbHBId  TIIyOOKHH MPABOCTOPOHHHM TeMuIapes o
IUIETUU B pyKe ¢ (GOPMUPOBAHUEM KOHTPAKTYpP BO BCEX CyCTaBax.
JleBocTOpOHHUI TIyOOKMI TeMHUIApe3 C BBICOKUM MBIIICYHBIM
ToHycoM. Koopaunaropasie mpoObl He BbIONHAET. CHUMITOM
baGuHCKOTO MOJIOKUTENEH C 2-X CTOPOH.

JIbIxaHHEe >KECTKOE PaBHOMEPHO OCIabJIeHO, XPHUIIOB HET,
yaAd 20/mum. ToHBl cepala NPUITIYIIEHBI, IIyMbl HE
BeICTymmBatoTcs. [lynbe puTMuyHbBIN, 76 yin/MuH, Ha JIEBOH pyKe
ocnabnen. Allnpas 140/70 mm prt. ct., AllneB 100/60 MM pT. CT.
JKuBot Msarkuii, 6e3005e3HCHHBIN, TTedeHb 10 KypmoBy 11/2x8x7
CM.

B anammzax kpoBu: (onmmeBo-kene30aeGuIUTHAS aHEMHS
(remornmobun 1161/7, 3pUTPOIUTHI 3,84X1012/J'I, MCV 94¢m,
MCH 30,2pg, | Xene3a CBHIBOPOTOYHOTO a0 3,8 MKMOJB/I,
Tdhepputuna go 1500 ur/mim, |donatoB ceiBopoTku a0 2,71
HT/MUI, TPOMOOIIMTOTICHHS (118x10°/1), nmabopaTopHO-
BocnanutenbHbiil curapom (COD 90 mm/yac, npecencun — 344
nr\wit (Hopma go 337 nr/mm), C-Pb 13,2 en/n, nelikonurto3
9,7X109/J'I (aeiirpoduiiel c/s 86 %, n/a 2%), runokanuemus (3,3
MMOJIB/1T), coxpaHHas ¢yskmus modek (CKD 63 mn/mun),
mucnunuaemus (JIITHIT 4,6 mvons/n, xonectepud 7,4 MMOIB/M),
CKJIOHHOCTh K TrHmepkoarysimuu (pubpunoren 594 wmr/mi, D-
qumep 758 Hr/mit), peBMaTOUIHBINA (PAKTOP ¥ AaHTUCTPEHTOIU3HH-
O B mpezeax HOPMHI.
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Antutena meronom M®PA k kapauonunuHy kiacca IgG
nonioxkutenbabie 34,3 /1 (N 0-12), antutena x dochonumumam
IgG 4,5 /n (N 0-10), anTturena k ¢pocomunuaam IgM 11,9 r/n
(N 0-10). Hopmanu3oBaHHOE OTHOIIEHHE BOJYAHOUYHBIX
anTukoaryiasHtoB 1,1 (mopma < 1,2). baxrepuonormueckuit
aHali3 KpOBU — pocra Her. IIIIP remoxkynbTypbl —
oTpuLaTeIbHasl.

B ananmzax moum: nporennypus (6enok 0,670 T B pa3oBoii
nopuuun). OKI': cuHycoBas Taxukapaus 120 B MuH.
Pentrenorpadust opraHoB TpyIHOW KIETKH:  IaTOJOTHH He
BoIsiBIeHO. KT romoBHoro mosra: Mudapkr B Oacceline mpaBoit
[IMA, xucra NHOAKOPKOBBIX sAnep cneBa. Y3UW mmroBUAHON
xKenesbl:  TudQy3Hble U3MEHEHUSl TapeHXUMbl 10 THUIY
XPOHUUYECKOTO ayTOMMMyHHOro tHpeouauTa. Y3JI' HUKHUX
KOHEUHOCTEH: TIeMOIMHAMMYECKH 3HAYMMBIA CTEHO3 HIKHEH
TPETH NMOBEPXHOCTHON OEIPEHHOMN apTepun, KpUTHUECKUI CTEHO3
apTepuil roJIeHu cIipaBa.

Oxokapauorpadpust  (OXOKI'): momoctu  cepama  He
pacumpensl, @B 68%. I'mneprpodust 5eBoro xemymouka cC
muactonmdeckor aucynknmern mmokapma  (TMXKIT 1,3 cowm,
T3CJDK 1,2 cm, UMMJDK 129 /M2, OTC 0,58), sxo-
MO3UTHUBHOE oOOpazoBanue 13x7,7 mm (Bereramusi) Ha 3aaHEH
CTBOPKE MUTPAJIBLHOIO KJIalaHa.

Anruorpadus: MyJIbTU(OKATBHOE IIOPAKEHNE —
KOPOHApHBIX  aprepuil  (CTEHO3 cpelHell TpeTh  MpaBoif
KopoHapHOU aptepun 85-90%), 3KCTpa M HHTpPAKpaHUAIBHBIX
apTepuil (CTEHO3 yCThbs JIEBOM MOAKIIOUMYHON aprepun a0 75%,
CTEHO3 YCThsl IJIeYeroysioBHoro creosnia 10 50%, CTEHO3 yCThs
npaBoii BCA no 20%, OKkIIO3us CpeqHE MO3roBOH apTepuu
CIpaBa), CTEHO3 MAarucCTPaJIbHbIX apTepUil BEPXHUX WU HUKHHUX
KOHEUHOCTel (MOAB3AOIIHbIE U OepeHHbIE apTepUU U3MEHEHBI,
PaBHOMEpPHO CYKEHBI, TIpaBble MajoOeprioBass W  3aaHsA
OonpliedeprioBas apTepUU OKKIIFO3UPOBAaHHBI, JIEBbIE MEPEAHSS
OompreOeprioBass  aprepust M MainoOeproBas  apTepHH
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OKKJIIO3UPOBaHbI), MH(ppapeHANbHBIA OTAEN aopThl JU(QPY3HO
MU3MEHEH, PaBHOMEPHO CYyKEH.

Koncynpranus xupypra: peKOMEH0BaHa aMITyTalusl IpaBou

HVDKHEW KOHEYHOCTH BBUly KPUTHYECKOW NIIEMHH.
Takum oOpazoM, y Hamed MalMEHTKH HUMEEeT MECTO
MHOTOCOCYOUCTasl TspKedas NarTojorvs, IpuBeaNIas K CEpuu
OHMK c WHBAJIMU3ALUEN 10 HEBO3MOXHOCTH
caMo00CITy)KHBaHUs, OTATOILICHHASA IIPUCOETUHEHNEM
MHQEKIMOHHOTO »HIoKapauTa. Ha ¢one anTMOaKTEpHaIHHOMN
(BaHKOMMIIVH, T€HTaMHIIMH), HOOTPOITHOM Tepanuu Had0Aanach
OTYUETIUBAsl TOJOXKWUTEIbHAs JMHAMHKA: [AlUEHTKa cTaja
IIPUCAKUBATHCS B KpOBartH, CaMOCTOSITENIbHO €CTb,
HOpMaJIM30BajlaCh TEMIEpaTypa Tella, YMEHBIIWICS pa3Mep
Bererauuu 10 9x6 mm npu nosropHoit DXOKI. Ot ammyranuu
IIPaBOM  HW)KHEH KOHEYHOCTH POACTBEHHUKHM  IALUEHTKU
OTKAa3aJIMCh.

OOGcyxnancss TeHe3 TSDKENOM COCYIMCTOM MaToloruu B

pamkax ADC, G6omne3nn Takasicy, CHCTEMHONH KpacHOH BOTYaHKU
(CKB), pactipocTpaHEHHOTO aTepoCKIIepo3a.
B mnone3y nuarnoza AD@C yka3bIBaeT Halu4yue 2 KIMHUYECKUX
KpUTEpHEB (MIIEMUYECKUH MH(QApKT TOJIOBHOTO MoO3ra 1o
nanubiM KT; maronorusi 6epeMEeHHOCTH B BUAEC BHYTPUYTPOOHOM
rubenu mioxa nocie 10 Hemenu recranuu) U 1 1a6OpaTOpHOTO
Kputepus (antutena kK xkapauoinununy IgG unu IgM B BhICOKOM
tuTpe). [nsg nocToBepHOCTH OuarHo3a HEOOXOAMMO HOBTOPHOE
MOATBEPXKICHUE JITA0OPAaTOPHOTO KpuTepus depe3 12 Hemens.
Opnako  Hamed — OONBHOW  MOBTOPHOIO  JIAOOPATOPHOIO
WCCJIEIOBaHUSI HE TPOBOIUIIOCH, B CBs3M ¢ ueM auarao3 ADC
SBIISICTCSL BEPOSATHBIM (Tab. 1).
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Taomuna 1.

CannmopoBckue

JUAarHOCTUYECKUE  KPUTEPUU

antudocdomunuaaoro curapoma (W. Wilson u coanr.,1999)

Kinnunueckue kpurepuun

JlabopaTopHbIe KpUTEpUH

1. Cocymuctsriii Tpom003

OnuHa i Oonee KIMHWUYECKUX
SMH30/10B apTepHajIbHOrO,
BEHO3HOTO MJIM TPOMOO3 MEJIKUX
COCyIOB B JIIOOOW TKaHW WIU
oprane. Tpom003 momkeH ObITh
MOATBEPKICH
BOCIIPOU3BEICHUEM
HU300paKeHHS WA
JIONIJIEPOBCKUM HCCIIEI0BaHUEM
WIH MOp(hOJIOTHYECKH, 3a
HCKJIIOYECHHEM MOBEPXHOCTHBIX
BEHO3HBIX TPOMOO30B.
Mopdonornueckoe
MOATBEPXKICHNUE JIOJDKHO OBbITh
MpeAcTaBIeHo  0e3  HaTudus
3HAYUTCIIbHOI'O BOCIIAJICHUS
COCYJIUCTON CTEHKH.

1. Arturena x kapauonununy [gG mmm
I[gM  u3oTMIOB,  BBIABISIEMBIE B
CBIBOPOTKE B CPEIHUX WM BBICOKHX
TATpax, MO KpaiHeW Mepe, 2 paza B
TeyeHWe 12 Hea, C  IOMOIIbBIO
CTaHJIapTU30BAHHOTO
UMMYHO(EPMEHTHOTO METOIa.

2. [Maronorust 6epeMeHHOCTH

a) omMH wWid 0Ooyee CiydacB
BHYTPHYTPOOHOH rudenu
MOpPQOJIOTHYECKH HOPMaJILHOTO
mioga nocie 10 Henmenb
recTamun (HOpMaNbHEIE
Mop(hoorHIecKue MIPHU3HAKA
wiofa JOKYMCHTHPOBaHBl Ha
V31U wunm HemocpenacTBEHHBIM
OCMOTPOM IIJIO/IA) WIIH

0) omuH wiu Ooyee Ciydacs
MPEXKAEBPEMEHHBIX ponoB
Mopdosorudeckn HOPMaJIbHOTO
mwiona a0 34 Hemenb TecTaluu
n3-3a BBIpayKEHHOH
MIPEIKIIAMIICUHM WM DKJIAMIICHH,
WM BBIPAKEHHOU IMJIALEHTapHOMN
HEIOCTaTOYHOCTH WA

B) TpH WA Oonee

2. AnTturena k B2-mukonporenny [ IgG
w/umu IgM  u30THI, BBISBIsSEMBIE B
CBIBOPOTKE B CPEIHUX WM BBICOKHX
TUTpax, N0 KpailHell Mepe, 2 pas3a B
TeyeHUW 12 Hem, C  TOMOIIbBIO
CTaHJIapTU30BAHHOTO
UMMYHO(EPMEHTHOTO METOa

3. Bon4aHOUHBIM AHTUKOATYJISIHT B
wiasMe, B JABYX WM Oosiee ciydasx
UCCIIEZIOBAHUSI C MPOMEKYTKOM HE

MeHee 12 Henenmb, oIpenensieMblit
COIIIACHO PEKOMEH IAIIUSIM
Mex1yHapoaHOTO Oouiecra
Tpom6030B u I'emocraza
(uccnenoBarenbckas rpyImmna o
BA/docdonnnma-3aBucuMbeiM
aHTHUTEIIaM).

a) YAJMHEHHE BPEMEHH CBEPTBHIBAHMS
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MOCIIEIOBATENIBHBIX ClIy4aeB | IUIa3MBIB (docdonunua-3aBUCUMBIX
CHOHTaHHBIX abopToB 1m0 10 | koarynormyeckux tecrax: AIITB, KBC,
HeJlelb recTalyy (MCKIIOYEHHE — | TPOTPOMOMHOBOE BPEMsI, TECTHIC SAaMH
aHatromnueckue nedextsl Marky, | Paccena, TekcrapuHOBOE BpeMst
TOpPMOHaJIbHBIE HapyuieHus, | 6) OTCYTCTBME KOPPEKLIMH YITHHEHHS
MaTepUHCKHE WIN BPEMEHH CBEPTHIBAHUA CKPHHHHTOBBIX
OTIIOBCKHE XpOMOCOMHBIE | TECTOB B TECcTaX CMEUIMBaHHUSI C
HAPYIICHIS) JIOHOPCKOH TITa3Moi
B) YKOPOYEHHE WM  KOPPEKIMSA
YOJIMHEHHS  BPEMEHH  CBEPTHIBAHUS
CKPUHHUHTOBBIX TECTOB IPH JOOABIECHUN
dbochonunuaon
JI) UCKJIIOYEHHE IPYTHX KOAryJIOMaTHM,
Kak, HalpuMep HalIW4ue HHIHOMTOpa
VIII daxropa cBepTHIBaHUS KPOBH HIIH
rernapuHa (YUIMHSIOIMX Gochonunm-
3aBHCHMBIE TECTHI CBEPTHIBAHHUS KPOBH)
Onpenenceanpiiik  A®C  nmuarHocTHpyeTCs TPH  HAJHYUH  OTHOTO
KIIMHUYECKOTO M OJIHOTO CEpOJIOTHYECKoro Kpurepus, mpu 3toM ADC
WCKJIIOYAeTCsl, eclni MeHee 12 Hemenb WiaM Ooinee 5 JIET BBIABIAIOTCS
aHTU(GOCHOTUIUIHbIE aHTHTeNa 0e3 KIMHMYECKHX MPOSBICHUA WIIH
KIMHHYECKHe NposiBiIeHus 6e3 anTiu(ochoIunuaHbIX aHTHTEIL.

C yderoM TKENOro MNOpPAXEHUsS apTepUaJbHOrO pycia
paccMmatupuBaliach BO3MOXKHOCTH coueTaHuss ADC ¢ 60ie3HbI0
Takasicy. 30JI0TBIM CTaHIAPTOM AMATHOCTUKHU OoJe3Hu Takasicy
ABNseTCS aHruorpadus, 1O JaHHBIM KOTOpPOH Yy HaIIeu
NAlMEHTKH  MOpPaX€HUE  COCYAMCTOTO  pycja  OKa3aloCh
HeTUnUuHbIM. [larmeHTka OblIa KOHCYJIBTHpPOBAHA aKaJEeMHKOM
[TokpoBckum A. B.: «Anrumorpadpuyeckas KapTHHAa He
XapakTepHa Juis aprepunta Takascy. OTCyTCTBYIOT U3BMEHEHUS Ha
COHHBIX apTepHsX, HMMEETCS HETUINYHOE IOPAKEHUE YCThbs
MOJKJIFOUNYHON apTepuu (XapakTEepHO  TOpPaXEHUE CpEeaHeH
TPETH), COBEPIICHHO HE THUMHMYHO TMOpaXeHUe OeqpeHHOn
aprepun U Ooyiee MeNKHX BeTBeH. Bce 310 nemaer nmarnos
6one3nn Takasicy ManoBeposTHBIM. bojee oueBHIHO MOpakeHUe
COCYZIOB y JaHHOM OOJBHOM B paMKaxX TsDKEJIOTO aTepOCKIepo3a
Ha (oHe anTHdochomunuanoro curapoma» (Puc.1).
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Pucynok 1. AHruorpaMmbl KOPOHApHBIX, LEHTPAIBHBIX U MEpUPEPUUECKUX
aprepuii. IlaHenb A: cTeHO3 cpenHeil TpeTw mpaBoi KOPOHApHOM apTepuu
(85-90%). IManean b: crteHo3 ycths mpaBoit BCA nmo 20%, OKkItO3us
cpenHeil MosroBoit aprepum crpasa. Ilaneans B: creHo3 MarucrpalibHBIX
apTepHii HIDKHUX KOHEYHOCTEH, JIeBbIe MepeaHss 0obuiedepoBas apTepus 1
Masio0epuoBass aprepun okkiro3upoBanel. Ilameap I':  creHo3 ycTbs
IJIEYEr0JIOBHOrO cTBOMA 10 50%.
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Kpome Toro, coueranne ADPC u aprepunrta Takascy BcTpedaeTcs
KpailHe peako, Mbl BCTPETWIM €IVUHUYHBIE OIUCAaHHUA B
3apyOeXHOH U oTeuecTBEHHOH nuTeparype. [13, 14].

Tak ke momoOHBIE TOpaKeHHs apTepuil pasHOro Kamuodpa
BcTpevarotcst ipu codetannn CKB ¢ ADC. [IpubmuzutensHO y
8% mnauueHToB ¢ nepBudHbIM ADC B AalbHEHIIEM pa3BUBACTCS
CKB. Oxono 30% OonbHeix CKB wumeror aHtuTena K
KapAUOIuIuHy, 25% — BOJIYAaHOYHBIN AHTHKOATYJSHT. Y HaHHOU
nanueHTku auario3 CKB MBI He cmomu mnoarBepauTh (U3
JIMarHOCTUYECKUX KPUTEPHUEB €CTh TOJIBKO MOpaKeHHE IMOYEK B
BH/JIC IPOTEHHYPUH, aHTUTENA K ABycnupanbHoil JJHK winm anTu-
Sm He ompepensiaNch), OJHAKO HE HCKIIOYeHO, 4To ADC y
Haiuel 0onbHOM siBisieTcs nedrorom CKB.

C yderoMm nuxopanku, Hanuuus Beretaumi npu OXOKI, y
nanueHTKu Obl1 3anono3peH MO. MHQeKIuoHHbIN 3HAOKapAUT
HeoOxoaumo  auddepeHupoBaTh € MCEBIOHMH(PEKIINOHHBIM
sHpokapauToM Ha (pone ADC. Jlns mopaxeHHs KJIAMaHOB MPH
A®DC xapakTepHO: OTpHILATENIbHAs TE€MOKYJIbTypa, OTCYyTCTBHE
JECTPYKLUMH KIJIAaHOB M IPOTPECCHUPOBAHME HEIOCTATOYHOCTU
KpoBooOparieHus,  HedPPEKTUBHOCTh  AHTHOAKTEPUATHHON
TEpanuy, TPOMOOIMTOIICHUS, HaJIMYUe aHTU(POCOOIUTUIHBIX
antuten (aKJI), ximnnueckue mnposiBienuss APC. B penkux
Ciyvasx ADC MOXKET OCJIOKHUTBCS BTOPUYHBIM
MHQEKIMOHHBIM 3HAOKAapAUTOM. YcToiumBas nupkymsamus aKJl
nmpu D u coueranue UD ¢ ADC accomumupyrorcs ¢ Oosee
YacTbIM  pa3BUTHEM  TpombOosmOomuii (B TOM  4YHCIeE
MHOKECTBEHHBIX ), MOPAKEHUEM IIOYEK, MPEUMYIIECTBEHHO 0O€3
HapywmeHus ux ¢(yHkimu [12]. YV Hamel manuMeHTKH COIVIACHO
kputepusm Duke (2009) mmeercs 1 Oonpmioit (Bereranusi 1o
naHHbIM DXOKT') u 1 manslit kpurepuii (Jiuxopanaka Boime 38°C),
YTO JEJIaeT IUarHo3 BeposTHbIM. Henb3s MOIHOCThIO HCKITIOUUTD,
4yro OONblIas BereTalusi Ha CTBOPKE MHUTPAJIbHOIO KjaraHa
SABWJIACh HCTOYHUKOM TPOMOO3MOONIMM (2 Majblii KpUTEpHil),
OpUBEALIEH K pa3BUTHIO TOBTOPHOTO HH(pApKTa TOJOBHOIO
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Mosra. IloceBel kpoBu u III[P remMoKynbTypbl OKa3aluch
OTPHLIATENILHBIMU 10 NMPUYMHE MOrPEIIHOCTH 3a00pa MaTepHasa
(B3sTHl Ha (oHe aHTHOAKTepuanbHOM Tepanuu). OnHAKO, B
noib3y MO cBUIETENbCTBYET HAJIMUUE IMOJOKHUTEIBHOTO OTBETA
Ha AaHTUOAKTepHANbHYIO Tepamuio (yMEHbLICHHE pa3Mmepa
BereTaly, HopMaau3alus TEMIIEpaTypbl, perpecc J1abopaTopHo-
BOCHAJIMTEIBLHOTO CHHAPOMA).

TakuM 00pa3oM, Takoe TAXKEI0€ MOPAKEHUE MarkuCTPalIbHBIX
u nepudepuueckux  apTepuil  y  MOJOAOH  MAIMEHTKH,
KypWJIBIIMIIBI C JUCIMIUJAEMUEH, TMpencTapiseTcss Haubosee
BEPOSATHBIM B pPaMKax TSKEJIOro arepockiepo3a Ha (oHe
¢ynmemuaanTHOTO ADC B nedrore CKB. TedueHwe OCHOBHOTO
3a00eBaHUsl  OCIOXHWJIOCH  IpucoeauHeHueM MDD ¢
MOJIOKUTENIbHBIM 3(QQPEKTOM OT aHTHOAKTepUaIbHOW TEparuu.
[Tatmentst ¢ APC u aprepualibHBIMU TPOMOO3aMH  JIOJIKHBI
nonydath BapdapuH ¢ neieBsiM 3HadeHHeM MHO 3,0-3,5 wim
KOMOMHUPOBaTh €ro ¢ HU3KMMHU Jo3amu acnupuHa (MHO 2,0-
3,0). C yuerom axtuBHOro M3, tpynnoctu xontposns MHO, ot
Ha3HAYeHMUs  NpenaparoB  3TUX TIPyNI  pemeHo  ObuIo
BO3/IEP)KAThCsA, B JalibHEHmeM OyneT oOCYXIarbcs BOMPOC
Ha3HAYCHMs AHTUKOATYJISIHTHOW Tepanuu MO Mepe YMEHbIIEHHS
aKTUBHOCTH MH(EKIIMOHHOTO IpoLecca.
Karamue3: K coxaJeHHIO, CBS3aTbCsi C POJCTBEHHUKAMHU
NAIUEHTKU HE yAaJIOCh, IO JIaHHBIM MOJIMKIMHUYECKOU CITy>KOBbI
U OTAeNla TOCHMTAJIM3alMY, MAIMEeHTKA PEryJsIpHO BBI3BIBAET K
cebe Bpaua Ha J0M, 3a IPOLIEIIINE MOJro/la Ha CTAlMOHAPHOM
JICYCHUH HE HAXOJMJIACh.
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Cunapom Ctuiiia y B3pociibIxX
KaK NMPOosiBJIeHNe JINXOPAJKHU HESICHOTO reHe3a

E.C. Crapoctuna, IO.A. [lurapesa, C.B. Buniepanbae

Cungpom CTtuiia y B3pOCHbIX - PEIKOE MYJIBTHCUCTEMHOE
3a00NieBaHUE HEU3BECTHON  ATHOJNOTHH, KOTOPOE TPYAHO
JUarHocTupoBatb. BmepBble mnpuszHaku cuHapoma Cruiia
B3pocibix (CCB) Obumn omucansl B 1896 romy, HO cuuTaIUCh
TOrna MposiBIeHUsIMU peBmarouaHoro aprpura (PA). Jlume rox
coycts mosiBwiack MoHorpagus «On a form of chronic joint
disease in children» J[Ixopmka Crmmma (G Still), xoTopsrii
OMmyOIUKOBal €€, YTOObl COOOIMIMUTh O OO0JIe3HH, 3acTy>KHUBAIOIIEH
cnenquanbHoll  uaeHTu¢ukaunu.  ComlacHO  COBPEMEHHOM
kinaccudukanuu peBmarndyeckux 3adoneBanuit CCB oTHOCHTCS K
cepoHeraTuBHOMY PA, HO CyIIECTBEHHO OTIMYAETCS OT HErO
KITMHUYECKO-TIa00PaTOPHBIMH MPOSBICHUSMHU.

Hannble o yacrore CCB B momysisiuu OCHOBaHbI Ha
pPETPOCNIEKTUBHBIX HccieAoBaHusx. Y 0,5-9% manueHToB ¢
TuXopankon HescHoro reneza auarHoctupyrotr CCB [1]. CCB —
penkoe 3aboneBanue, ot 1,5 cayyas Ha 100 ThIC. 10 1,5 cirydast Ha
1 muH. B3pocnbix. JKeHuMHBI OONEIOT TakK K€ YacTo WU
HECKOJNIbKO dYame, 4eM Myx4duHbl (60:40). Jlo HacrosIiero
BpeMeHHM He wu3ydeHa pacnpoctpaHneHHocTh CCB B Poccun,
3¢ (HEeKTUBHOCTh M 0€30MaCHOCTh COBPEMEHHBIX JIEKapCTBEHHBIX
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mpermaparoB, He pa3paboTaHO METONOB IPOTHO3UPOBAHUS
3¢ (PEeKTUBHOCTD  JICUEHHS, YTO JAUKTYeT HEOOXOIMMOCTh
COOTBETCTBYIOIIUX UCCIEN0BAHUN.

[Tarorenes CCB po0 HacTosimero BpPEMEHH OCTAeTCsl He
coBceM sACHBIM. OOuMii MH(EKIIMOHHBIN areHT He yCTaHOBIEH. B
psaae ciydaeB 3a0o0jieBaHHE aCCOLMHUPOBAIIOCH C BUPYCOMHU
KpacHyXH, Onureitna-bappa, raparpuiina,
[IMTOMETAIOBUpycaMH, Yersinia enterocolitica, Mycoplasma
pneumonia. [Ipenmonmaraercs, dYro KIOYEBYIO pPOJb B
BocHaiauTenbHoM Kackanae urpaetr WMJI-18, nnnyuupyrommii NJI-8,
®HO-a; ©Oomee Toro, MJI-18 MOXeT HMHIYyIUPOBATH
renaroTokcuueckue mposieaeHuss Oonesnn. WJI-1  orBomsT
BAXHYIO pONb B  TMPOSBICHHUSIX  OOJE3HH, HApacTaHUU
HUPKYJIUPYIOMNX HEUTPODUIOB, HWHAYKUUUA JIUXOPAAKUA H
perynsiuuu  ypoBHs (epputrnHa. OOCYXKIArOTCS TEeHETHYECKHE
¢dakropsl (wame Bctpewaetcs accormanus HLA B35 u CCB),
MMMYHOJIOTHYECKHE HapyLIEHUs (MMMYHOKOMILIEKCHBIH
BackynuT). KOHIIEHTpaluu  [HUTOKHHOB  KOPPEIUPYIOT  C
AKTUBHOCTBIO U TSKECThIO 3a0oneBanus [7].

[IpencraBnsieTcss KIMHUYECKOE ONMUCAHWE TMAIUEHTKH C
nuxopaakoi HescHoro reHe3a. [lanmentka K., 44 ner, 6e3
BPEIHBIX TMPHUBBIYCK, OTATOIMICHHOM HACJIEICTBEHHOCTH WIIH
aHaMHe3a XPOHUUYECKUX 3a0oneBaHuil, JUTUTENIBHO
PELUIUBUPYIONICH JIMXOPAAKOM B TEYEHHE T0d, CYyCTaBHBIM
CUHIPOMOM, PEUUANBUPYIOIIMMH KOXKHBIMU  BBICHIIIAHUSAMH,
Oblla  TOCMUTAIM3UPOBAHA  OSKCTPEHHO C  HapacTaHUEM
BBIIIIEYKa3aHHBIX CUMOTOMOB. CuuTaeT cebsi OOJIbHOU C OKTSIOps
2012 r., xorga craja oTMe4YaTh MOBBIIIEHUE TEMIIEPATYPhI TeJa 0
¢beopunpHbIX PP (39,4°C), nperMyIlIecTBEHHO BEYEPOM WM
IBa pa3a B JeHb. [loBblllleHHass TeMmIieparypa Tejla Morja
nepxarbes npenenax 40°C B Te4eHUE HECKOJIBKUX YacoB, a 3aTeM
OBICTPO CHIKAACh, UTO XapakTepHo st auxopaaku npu CCB.

B 370 e Bpemsi MOSBUIUCH apTpaaruu: OOJIU B JIOKTEBBIX,

KOJICHHBIX, TUICYEBBIX, Mex(aTaHTOBBIX cycTaBax
(TpOKCUMAITBHBIX M AUCTANBHBIX). KOXKHBIE BBICHITAHHUS OOBIYHO
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NOSBSUTUCH HAa BBICOTE JIMXOPAAKH II0 BeuepaM U OBICTPO
ucyesanu  1ocjie  HOpMalM3allud — TEeMIleparypbl  Tena;
pacnonaraimch IIPEUMYIIECTBEHHO Ha TYJIOBHULIE,
paclpoCTpaHsJIMCh Ha PYKH W HOTH, BKJIIOYas JAJOHU U
nogomBbl.  OpaHXeBO-po30Basi, po30Bas NATHUCTas, JHOO
MSATHUCTO-TIAIYJIE3HAs] ChIlb HAYMHAJACh C TOSBICHHS MEJKHX
MATEH, KOTOpbIE B JalibHEHIIeM cauBaiuch [6]. Ceinu Ha JUIE U
3yJa TMalueHTKa He oTMmedana. AMOYJaTOpHO MCKIIIOYEHBI
UH(EKIIMOHHBIE u HEOIJIACTUYECKHE 3aboseBaHusl.
AtnbakrepuanpHas Tepanus — 0e3 3ddexra. Brimeonncanube
CHUMIITOMBI perpeccupoBain CaMOCTOSITEJIBHO nocJie
HOpMaJIM3alK TEMIIEpaTyphl Tela, yepe3 2 Mecsua.

B cBs3u ¢ penuauBom B Mapte 2013 1. Bcex CHUMNOTOMOB
KOHCynbTUpoBaslack B~ HHMM  peBmaronorum:  yduThIBas
BBIIICONIMCAHHbIE  MposABIEHUs,  auarHoctupoBan  CCB.
HazHaueHHbII  MeTOTOTpekcaT U MeTunpen  (J03UPOBKY
NalMeHTKa yKa3aTh He MOXET) MpUHHMaja He Oosee 4 Henmenb
BBUJY MaJjonojoxutenbHoro 3¢ dekra. B 2013 r. BeisBnens: KT-
OpU3HAKU JUM(aJCHONATUH MapaaopTalbHbIX, IMOJB3IOIIHBIX,
naxoBbIX JuUMQoy310B. [Ipu cranmoHapHoM OOCIEIOBAaHUU B
UH(EKIIMOHHOM OTIEJICHNN IIOBTOPHO HCKJIIOUYEHBI
OHKOJIOTHYECKHEe, WH(EKINOHHBIE 3a00JIeBaHUs, MPOBOIMICS
Kypc  aHTHOakTepHalbHBIX  mpemapatoB  06e3  addekra,
nontBepxaeH auarHo3 CCB, HO Ha3HAYEHHYIO Tepamnuio
NalyeHTKka He  NpuHMMana.  M3Hypsromas  JmMxopanka,
COIMPOBOXK/IAIOIASACA YCUICHUEM apTPaITUuid, MOSIBICHUEM CBIIH,
MOCJIY>KHJIa IPUYMHON SKCTPEHHOM rOCIIUTAIN3ALIH.

IIppy  mocTrymineHuM  COCTOSIHUE  CPEAHEH  TSKECTH.
Temmeparypa tena 39,8°C. Ha koke TynoBwHINa, rojeHel, cTom
MakyJsipHas cblllb po3oBoro 1seta. OtexoB HeT. [lampnupyroTcs
0e300J1e3HEHHbIE, MEJKWE HUKHEUEIIOCTHbIe, 3aJHUE LICHHbIE
mumdoysnel.  Opranel  JOpIXaHUST M KpoBooOpameHus 0e3
M3MEHECHUM.

Takum o00pazom, BeoyIIMMU B KIMHUYECKHON KapTHHE
ABIIAIOTCS TNPHU3HAKU «kjiaccuuecko Tpuagedy CCB  [2]:
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XapakTepHas JIMXOpajKa, TPAH3UTOPHAS CHINb, APTPAITHH, YTO
sBisieTcst XapakrepHbiM st CCB. Taxoke y 0071pHOM oTMedancs
MeHee 4acThlid, HO xapakTepHbiil 111 CCB cumnrom — xryuue
0011 B TOpIIE.

JlaGoparopHble HW3MEHEHMs, KOTOpbIE HaOMIOAANUCh Yy
NAllMEHTKU: THUIOXPOMHAs MMKpPOLIMTapHAas aHEeMHs JIErKOi
crenenn (remornobun 102 /), , CHIDKEHHE Kelle3a ChIBOPOTKH
(9,2 Mxmonb/n), camxenue tpanchepuna (1,5 r/m nmpu HI'H 2,0
/1), moBeleHne pepputrHa ceiBOpoTKU Kposu 1500 nx/n (BI'H
120 mix/;m). CnemyeT OTMETUTh, 9YTO HanboJee crienu(UIHbIM JITs
CCB sBisercss CHIDKEHME YPOBHS  IVIMKOJU3WJIMPOBAHHIM
(dpakuuu CHIBOPOTOYHOTO (eppUTHHA (IIPHU MOBBIIICHUU OOIIETo
deppuTHHA), ONHAKO €ro ONpeAeleHHEe He JOCTyIHO B
KIMHUYECKOM mpakTtuke. Taixke OOHapyX eHO CHM)KEHHUE
CHHTeTHUYECKOM ¢yHKkuMu mnedeHn (ansOymuH 27,3  1/m,
XoJmHACTepasa 2,45 en/n), curnpom murtonmsa (AcAT 103,5 en/n,
JIAT 627 en/n), nosbliienue meiaodHoi (ocdotazer (198 en/m),
71a0b0pPaTOPHO-BOCTIATTUTENBHBI CUHAPOM (Jelikonuro3 20,8 X
10°/n, meiirpodumsr - 18,9 x 10°/m, C-peaxTuBHbIi Gemox 228
en/n, COD 115 mwm/4), moBbeimieHne aHTUCTpenrToiausnHa O,
ummyHornooynuna G (26,5 exn/n).

B cBs3u ¢ nuxopaakoit Oonee 3-X HemeNlb € IENBIO
UCKJIIOYEHUSI CENTHYECKOTO COCTOSHMSI ONpEAETeH YpPOBHS
MPECETICUHA, BBITIONHEH 3-X KPAaTHBIA MOCEB KPOBH, PE3YJIBTAThI
OTPHILIATEIIBHBI. Rg KHUCTEH: Cy’KeHHe MIPOCBETOB
MeX(]aJaHTOBBIX CyCTaBOB, CIMHUYHBIC KpaeBble Y3yphl. Y3
yYMEpEeHHbIe MPU3HAKU IelaToMeranuu, cruieHomeranuu (149x57
MM, S 69 cM” rpu HopMe 10 50 ¢M”), KHCT ITeUeHHN.

VYuuTeiBas OTCYTCTBHE cnenuduuHbix nposisieHuii, CCB
IUAarHOCTUPYETCS ~ TOCTEe  MCKIIOUEHHUS  OHKOJIOTUYECKHX,
UHQEKIMOHHBIX, JPYIMX ayTOMMMYHHBIX 3a0oieBaHUl Ha
OCHOBaHMM  COBOKYNHOCTH KputepueB. Haumbonmee wacrto
UCTIONB3YIOTCS CleAyIolue Kputepun (Tadm. 1).
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Tabmuma 1. lnarnoctuaeckue kpurepun CCB.

Asrop | Kpurepuu
Bl
Bonbuime Mansie
Yamag | 1. Jluxopanxa | 1. bonu B ropine HckiounTs:
uchi >39°C, 2. 1) madexunn
M. JUTUTEITLHOCTHIO Jlumbanenonatust | (0COOEHHO CENICUC U
et al. >1 Hen n/vnm MOHOHYKJIE03),
2. Aptpanrum >2 | CIUICHOMETAIUS 2)
Hell 3. Hapymenune 3JI0KaYEeCTBEHHBIC
3. TunnyHast ceilib | (YHKIMY [IEYEHH | HOBOOOPa30BaHUS
4. JleWikounTo3 4. (ocobenHo
(>10x10°/m) OtpunarenbHble mmMpomy),
peBMaTOUIHbII 3) peBMarnueckne
takrop (PD) 3a0o0eBaHUs
aHTHHYKJIEapHbIE | (0COOCHHO
antutena (AHA) Y3EIKOBBII
TTOJTHAPTEPUHT U
PEBMAaTOUIHBIN
BACKYJIHT C
BHECYCTaBHBIMH
MPOSIBICHUSIMHU).
Heobxonumsr 5 u
OoJiee KpUTEpHEB,
BKJIo4ast 2 u Oosee
OOJIBIIIX
Cush 2 Gasuia 3a 1 G6ann 3a kaxapiii | Bepositabiii CCB:
JJ. KaKJIbIi KPUTEPHi 10 6amoB B
et al. KpUTEpHit 1. Hagano mo 35 Teuenne 12 Hex
1. ExxenneBHas JIeT HaOJIONEHUS.
muxopanka >39°C | 2. Aptpur OmnpeneneHHbIi
2. CtannoBcKas 3. Bonwu B ropie CCB:
(obIcTpO 4. Hapymuienue 10 GamnnoB B
rcye3aronias) (hYHKIIUU TTIEYCHU TeYeHHEe 6 MECSIIEB.
CHITb 5. Cepo3ut
3. Jlelikouro3 6. AHKMII03
>l2x109/n, COD IIEHHOro oTAeHa 1
>40 MM/q IIPEAIIIFOCHBI
4.
OTpunarenbHbIe
PO u AHA
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5. AHKMII03
JIy4e3arsiCTHOTO
cycrasa
Fautrel | 1. I. Tpebyercst 4 wm
B. KparkoBpemennass | Makynonamnyne3na | Ooiee
et al nuxopanka >39°C | s OOJIBIIIX
2. Aprpanrust CBIIIb KpUTEpUEB
3. TpaHzuropHas 2. JleitkouuTo3 win 3 GOIBIINX
spureMa >10x10°/n u 2 MaJbIxX
4. ®apuHTUT KPUTEPHS
5. I'panynonuros
>80%
6.
I'nuxo3unupoBaHH
BIi
¢depputun <20%

VY mnaumentku K., cormacHo kpurepusim Yamaguchi M
BBISIBIICHO 4 OONBIINX TUATHOCTUYECKUX KPUTEPHs (JICHKOLUTO3
20,8x10°/n, muxopamka mo 40°C Gomee | Hemenu, apTpairuu
Oonee 2-X Hedenb, THUNHMYHAs JieTy4ass CbIlIb Ha BBICOTE
JUXOpagku) © 3 Maublx (HapymeHue (YHKIMU TI€YCHH,
crieHoMeranusi, 60mu B ropie). Takum 00pa3oM, y MAlUEHTKH C
XApaKTEPHON €KEAHEBHOM, ITMKOBOW JIMXOPAIKOU, apTpalrusiMH,
TPaH3UTOPHBIMU  MaKyJIe3HBIMU  BBICHITIAHUSIMU B TEUECHUE
MOCJIEMHEro Toja, JIEHKOIMTO30M, mnoBeIIIcHMeM COD, C-
peakTuBHOro Oenka, QeppuTUHA, NPUHUMAs BO BHHMaHUE
OTCYTCTBHE JaHHBIX 3a OHKOJIOTHYECKHE U HH(EKIMOHHbIE
3a0oeBaHus, Hed(h(PEeKTUBHOCTH MMOBTOPHBIX KypCOB
aHTHOaKTepHaIbHOW Tepanuu, Obu1 fuarnoctupoan CCB.

B Hactosiiee BpeMsi yale BBIACNSIOT TPU KIMHUYECKUX
Bapuanta CCB (Tabn. 2), KaXaplii M3 KOTOPBIX HAOIIONAeTCS
npuMepHo y 1/3 GONMBHBIX.
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Tabmuua 2. Knuandeckue Bapuantel CCB.

Knunnyeckue CuMnTombl [Iporuos
BapUAHTHI
CamoorpannuunBato | JIuxopajka, Chllb, BonbmmHCTBO OOMBHBIX
muicst/ OpraHoMeranus, JIOCTUTAIOT PEMHUCCUU B
MOHOIIMKJINYHBIH CEpO3UTHI TEUeHHe roja nocie Hayauaa
SMU30/4a.
[Tporao3 6iaronpusTHHIH
IIpepbiBUCTHIi Bo3ssparnas ITonnas pemuccust MexXIy
TTOTTUIHKITATIHBINA JUXOpaIKa SMU30aMHU, KOTOPBIE UMEIOT
c CYCTaBHBIM | TEHICHLHIO K YPEKCHHIO U
CHHIIPOMOM MEHBIIIEH BBIPAKEHHOCTH, YeM
i 6e3 Hero HayaJbHbIC
XpoHudeckuii/ [IpenmymiecTBeHHO | MoxeT HaOmOaTHCS
ApTpuTHUYECKUIT CyCTaBHbIE JIECTPYKIIHSI CyCTaBOB,
CHUMIITOMBI HEOOX0IMMO XUPYPrUUECKOe
BMEIIATEILCTBO.
[TporHo3 HeOIaronpusITHHIN

Teuenue Oone3HH HCOAHO3HAYHO: IOCJIC OCTPOro Haydalia

BO3MOXKHO OBICTpOE€ pa3pellieHne CHMITOMOB WU pPa3BUTHE
OCJIOKHEHUH (IrcceMUHUPOBAaHHOE BHYTPHUCOCYAUCTOE
CBEpThIBAaHUE, MHOKApIWT, BTOPUYHBIM aMHUIIOHWI03), HO YaIle
CCB npuHMMaeT XpOHHYECKOE TEUCHHE C PEIHIUBAMH.
Haubonee tunnunsie popmsl CCB npezncrasiensl B Tabauue 3.
Uem paHbllle HauyaTo JiedeHHE, TeM Ooisiee OJIaronpusTHbINA
nporHo3. Y mnanueHtku K. Hambonee BeposTeH HpPEpbIBUCTHIM
MOJUIUKINYECKUI BapUaHT TeUeHUs 3a00JIeBaHus.
CoBpeMEHHBIE TOAXOABI K JICYCHUIO OlPaHUYEHBl U
OCHOBaHBI Ha JIJAHHBIX ONMUCAHUN HEOONBIIONW CEepHH CIydaeB U
peTpocneKkTuBHbIX uccienosanusax. lLlenn gnedenns CCB:
KyI[IIPOBAHUE CUMIITOMOB, JOCTHXCHHUE JUINTEIBHON PEMHCCHH,
yiIydlleHHe KadecTBa XKnM3HM. B nedennn npumenstor HIIBC,
TITFOKOKOPTHUKOCTEPOU/IBI, 00J1e3HB-MOAUPHUITHPYFOIITHE
peBMaTUYECKHUE TMpernaparbl, UMMYHOIIIOOYIHHBI BHYTPUBEHHO.
Bce Oompmee mnpumenenune y OompHeix CCB  Haxomut
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Ouonornyueckasi Tepanusi ¢ MPUMEHEHUEM MOHOKJIOHANBHBIX AT:
antu-NJI1B (Anakunpa, kanakuaymad® (Mmapuc), puionamenr,
reBoiuzymald), antu-OHOao (uHpnukcumad (Pemukeiin)), aHTu-
CD20 (purykcumab (Mabrtepa)), antu-WI-6 (Tormnmsymad
(Axtempa)). VYuurteiBas ponb WJI-6 B maroreneze CCB,
Ouonoruueckas Tepanus, HamnpasieHHas wuWMeHHO Ha WJI-6
(Tormnuzymad), mpeacTaBiseTcss Hanbosee OnpaBIaHHbBIM.

Ha ¢done neuenus npeqauzononom (40 Mr/cyT) oTMedanach
MOJIOKUTENIbHAS TUHAMHKA: YMEHBIIHINChH MUAITUH, apTPalTHH,
TeMIieparypa Tena - 10 cyopeOpmIbHON, CHU3WICSA ypoBeHb C-
peaktuBHOro Oenka (258—144 en/m), COD (115—27 mm/yac).
Jns  panpHeWIIero  Je4eHus ~NAUMEHTKAa IEepEeBElIeHa B
peBmaronorudeckoe otaeiaeHun ['Kb  Nel. Ilpunumas Bo
BHUMaHUE BBICOKYIO AKTUBHOCTH 3a0oneBaHus,
Hed((PEKTUBHOCTh TPEIIIECTBYIONIEH Tepauu METOTPEKCATOM,
Ui OpOQHUIAKTUKK  CHHAPOMA  aKTHBAallMM  Makpogaros
PEKOMEHI0BaHa JOMOJHUTENbHAS Tepanus TOHUIN3YMaOoM.

Takum oOpa3zoM, [aHHOE KJIMHUYECKOe HaOmoneHue
MPEJCTaBISIET PEIKOe, TUAarHOCTUPYEMOE METOJOM HCKITIOUECHHUS,
HA OCHOBaHHWH XapaKTEPHOTO CHMIITOMOKOMILIEKCA, 3a00JIeBaHUS
- cunapoma CTuia B3pOCIHbIX, B JIEYEHUU KOTOPOro Haubosee
MEPCIIEKTUBHON TPECTABIACTCS OMOIOTHYECKas TepartHsl.
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TepaneBTuuyeckue e, NPodaeMbl, ATbTEPHATHBDI
y 00JILHOT0 ¢ XPOHHYECKOI cepiedHOi HeJOCTATOYHOCTBIO
U KOMOPOUIHOM maToJioruei

D.A. Crenansn, E.A. Tpounkas, D.I1. Mowura,
FO.A. Tlurapesa, C.B. BunneBanbae

XpoHuyeckasi cepaeuHas HepoctaTouHocTh (XCH) sBnsercs
O/JIHOW W3 HauOoJiee CIOKHBIX MEIMKO-COLUAIBHBIX MPoOeM B
CBS3M C IIHUPOKOW PaCHpOCTPAHEHHOCTHIO, HU3KUM KauyeCTBOM
JKU3HU TIAIIUCHTOB U BBICOKOH JICTAIBHOCTBIO.

[Iporpeccupytomiee crapenue Hacenenus PD Bexmer k Tomy,
yT0 pacnpoctpaneHHocTh XCH y nur crapiie 70 €T HEyKJIOHHO
pacter. OCHOBHOW TPHUYMHON €€ MPOTrpecCHpOBaHUS U
JCKOMITCHCAINU, BEIYIIeW K CMEPTH, CYUHTACTCS CEpACYHO-
cocyaucTtas KOMOPOUIAHOCTh, OCOOCHHO TpPU  COYCTAHHUH
UIIEMHYECKOH OOJE3HM cepAla, apTepHalbHOW T'MIIEPTOHUH,
caxapHoro nuabera u 3a0oneBaHuil movek (Tadn. 1)
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Tadoua.1 KoMopOUAHOCTH Yy 00JBHBIX C CepAeYHOM
HEJ0CTATOYHOCTHIO ( N1=4947918) [1]

ITanmenTter>651eT (n=376150)
ITanmenTsr <65 net (n=57168)

N % N %
AT 3685373 84,2 AT 461235 80,7
HUBC 3145718 71,9 HUBC 365889 64,0
lunepmumupem 2 623 601 60,0 CaxapHsrit 338687 59,2
s nuader
Anemus 2200674 50,3 Tunepmumuoemu 325499 56,9

s

CaxapHnslit 2027875 46,3 AHemus 284102 49,7
quader
Aptpur 1901447 43,5 XBIT 257015 45,0
XBIT 1851812 423 Hemnpeccust 207082 36,2
XOBJI 1311118 30,0 Aprpur 201964 353
Oubpmmsus - 1 247 748 28,5 XOBbJ 191016 33,4
npeacepaun
Bonesns 1207704 27,6 BbponxuanbHast 88 816 15,5
AnbureiiMepa acTMma

Benenne 6071bHBIX ¢ KOMOPOMIHON MATOJOTHEH TPEACTABISICT

OTIpeieICHHbIE TPYAHOCTH BBULY HEOOXOIMMOCTH KOHTPOJIS Hal
OCHOBHBIMH MaTOreHETHYECKUMU MEXaHU3MaMHu ee
¢dbopMHpOBaHHUs, pHUCKA TMOJUIpPArMasud W B3aUMOJCHCTBUI
JIEKapCTBEHHBIX  CPEACTB  MpPH  BBIOOpE  pallMOHAIBHOMN
bapmakoTepanuu.

[MTammenr $. 72 gjer, meHCHOHEpP (XUMHK IO
o0pa3oBaHuio), 6e3 BpEIHBIX MPHUBBIYEK, TOCHUTAIM3UPOBAH B
ces3u ¢ gaexkomneHcanuer XCH mo obomm  kpyram
KpoBoOOpalieHus: (OAbIIIKAa MpH HEOONbLIIOW  (PHU3HUECKOM
Harpy3ke, OTE€KH H/KOHEYHOCTEH, yBEeJIMUCHHE KUBOTA), a TaK XKe
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BBIPOKEHHBIMA CUMITOMaMH JIIOMOANTHH W apTpPaITHH B
KpYIHBIX cycTaBax (puc.l).

M3 amamue3a wm3BecTHO, u4T0 B 1990 1. 0e3
MpeIUIeCTBYIOMEH KIMHUKA CTEHOKapAUU TIepeHec HWHGapKT
MHUOKapjaa, Torma e  BO  BpeMsl  TOCIHTAIH3AIUN
MUAarHOCTHpOBaHAa (GUOPWIUISIMS TIpeACepauid W caxapHbBIU
muaber 2 tuma. C 2000 r. meOroT momarpbl ¢ BOBJICYEHUEM
MEJKUX CYCTaBOB KHUCTEH pPYK, CTON M JIOKTEBBIX CyCTaBOB C
GbopMUpPOBaHHEM  TUTAHTCKHX  TOQYCOB, C  YacTbIMHU
MOJIarPUYCCKUMHU aTaKaMH, YTO TPEOOBAIO JIUTEIHLHO IpHEMa
HIIBC.

C 2011 r. xmuauka XCH, mno moBoay 4ero
HEOJTHOKPATHBIE TOCIIUTATH3AIIHIH. bes  paumonanbHOI
dapmakoTepanuu: PETYISIPHBIHA npueM MOHOMaKa,
BepoumnupoHa, Tpo6oACCa. B 2011 r. ycTaHoBieH AMarHos
CUHAPOM CJ1a0OCTH CHHYCOBOTO Y3Jla, 4acTasl >KellyJI04KoBas
HKCTPACUCTOIIHS.
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MauveHT A, 72 ner, xumuk, UIMT 35,9 kr/m2, OT 138 cm
1990 2000 2011 2012 oespans20t3 111013

MoHomak ~ — OHan
Tocnuranusauus: Bepownupo KoHkop
Tpom60-ACC ——p *

lenapuH
Acnuput ABXK
Annonypuxon
|/||V| ﬂop,arpa MetchopmuH R
(1] A >
AP
80/10088 200/100
Opsura pay .
OTekm HiK L
AHrMHO3HbIe 6onm

ApTpanrn ‘#

CK® 36,4 m/muk/1,73 m2
HbA1c 8,4%
Movesas kucnota 703,9 Mkmonb/n

Puc. 1. Cxema ucropuu 00s1e3Hu nanuenrta 5.
I[Ipu  ocmotpe: Ilonmoxenue opromHoe. TenocnoxeHue

runepcteHnueckoe (MMT — 35,9 kr/mM2, OT =138 cMm). Oteku
CTON, HIKHUX KoHeYHOCTeW. D=S=42 cm. Todychl JTOKTEBBIX,
Mex(anaHroBbIX CyCTaBOB Kuctei pyk. Tpoduueckue si3Bbl 3-4
NajgbleB IpaBOM CTONBL. B JIerkMX JpIXaHHE JKECTKOE,
€IMHUYHBIC BIIAXXHBIE MEIKOMY3bIpUYaThle XPHUIBI B HIKHHUX
ornenax ¢ obeux cropon, UJ[ 20 B mun. AJ[ 110/70 MM pr. CT.
YCC=67 B MmuH, Ps=64 B MuH. I'panuusl cepauna pacliupeHbl
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BieBo Ha 1,5 cm. ToHBl cepala MNPUIITYIIEHbI, APUTMHUYHBIL.
JKuBor Msarkui, Oe30o0ie3HeHHBIH. IledeHn, celie3eHKa He
YBEIINYEHBI. Mouencnyckanue cBOOOJTHOE, CUMIITOM
MOKOJIAYMBAHUSI OTPULIATEIbHBIN O 00€UX CTOPOH.

[Ipu oOcnenoBanuu B OOIIEM aHAlW3e KPOBU U MOYH
0e3 martojoruu. BbISBIEHBI HapylleHHE a30TBBIACIUTEIHLHON
¢ynkuuun nouek (kpearunud 157 mxmons/n, CK® 36,4 mu/muH),
runepypukemus  (MoueBas  kucimora 703 MKMOJB/M),
mummnuaemus 2 b tuna (xonectepun 5,8 mmous/n, JITTHIT 3,53
mMmoutb/n, TT' 1,73 MMouB/1T), @ Tak)Ke HapyIICHHUE YTJIICBOIHOTO
obmena (rnmukemust Hatomak 10,58 mmons/n, HbAlc=8.4 %).
buoxumudeckuii aHanmmu3 cytodHoil moun: MAY 3,8 mr/24 v,
ansOymun/kpeatuau 2,0 mr/r/Kp. Ha DOKI: ®ubGpumisanus
npencepauit YCC 67 B muH. JXKenyJOUKOBbIE SKCTPacCHCTOJBI.
D0C otkinoHeHa BIeBO. PyOmoBble W3MEHEHHUS TepeaHe-
cenranbHoil oOmacti. Ilo mammeiM Oxo-KI: JII1=5.6 cwMm,
KIaP=6,1 cm, CIJIA we mnoswiueHo; MMMIDK=113,8 F/MZ,
OTC=0,42; ®B=30%; akuHe3 W TUNOKHWHE3 MHOKECTBEHHBIX
cermenToB JDK. IIpu XM-OKI': UCC cp. 53/mun , YHCC makc.
103/mun, YCC MuH. 26/MuH; BoIsBIICHBI 433 may3sl Oosiee 2 cek,
(MakcumanbHasg- 2,6 cek), 385 MOMUTONMHBIX KEITYI0YKOBBIX
skcTpacucrol, 1 kymnet. Ha peHTreHorpamme JIerkux 3acTOWHbIE
SIBIICHUSL.

st onenku pynkimonanbHoro kiacca XCH npoBenex
TECT ¢ 6-MUTYTHOM X01b00I: mpoiiaeHo 150 M, 4TO COOTBECTBYET
III ®x mo NYHA, oiHaKo CyIiecTBEHHBIN BKJIaJ B OrpaHUYECHHE
buznyecKoil Harpy3Ku BHOCHIJ BBIPAKEHHBIN 00JIEBOI CHHIIPOM B
KOJICHHBIX, Ta300€JIpeHHbIM CYCTaBax M CIIMHE, YTO PACLIEHEHO
KaK pacIpOCTPaHEHHBIN 0CTEOXOHAPO3 U ocreoapros. [Ipu SI'JIC
BBISIBJIEHA $53Ba AHTPAJIbHOIO OTJENa JKEIyJKka B CTaJuH
OTKPBITOTO JedeKTa, IPO3UBHBIN OyITHOUT.

['maBHOM  OCOOEHHOCTBIO  JAHHOTO  TMAalMEHTa  SIBJISJIACH
CIOXHOCTh  JIOCTMKCHHsI  IIeNIEBbIX  3HAUEHUH  KIUHHUKO-
7a00paTOpPHBIX — TOKa3aTelei, yCTAaHOBICHHBIX  TEKYIIUMH
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PEKOMEHAALUSAMH, B CBSI3H C TSKEIOW KOMOPOUAHON maTosoruei

(Tabmn.2)

Ta6u.2 Ilesn Tepanuy Mo JAHHBIM TEKYILIHX PeKOMEHIANM

Ioxa3arean Texyee 3HaueHne LleneBble 3HAYEHUS
Al 110/70 MM pr.CT. <140/85 MM pr.cT [2]
HbAlc 8.0% <8.0% [3]

JITTHIT 3.53 MMoITB/T <1.8Mmomb/11 [9]
MoueBas KucioTa 703.9 MKMOITB/T <400 MmOt/ [4]

JIaHHBIN MAallMEHT OTHOCUTCSA K OYEHb BBICOKOMY PHCKY
BHe3anHo#l cepaeunoit cmept (BCC). YuutsiBas pekoMeHaanuu
EBponeiickoro obmecTBa KapAHOIOTOB, TAIMEHTAM ITEPEHECITUM
uHpapkT MUokapaa (¢ ¢paxmuen BeidOpoca <35%), ¢ XCH II-IV
O®K no NYHA, nony4aromum onTUMaibHYI0 MEIUKAMEHTO3HYIO
TEpaIuio, C OKUAAEMON MPOJOIKUTETFHOCTHIO KU3HH Oobie 1
roqra W XopommM  (GYHKIMOHAJIBHBIM  CTaTycoOM  JUIsS
npodpmnaktukn BCC mnoka3aHa ycTaHOBKa HMIUIAHTHPYEMOTO
KapauoBepTepa-aeudpmiaropa (YpoBeHb JO0Ka3aHHOCTH 1 A)
3]

Crnenyromieil 1enblo J€YeHUs JaHHOIO TMalueHTa C
bubprmsanuen npeacepanii 1 XCH sBnsercs HE00X0IUMOCTb
MPO(PMIAKTUKA BEHO3HBIX TPOMOOIMOOIUYECKUX OCIOKHEHUH.
CHA2DS2VASc- 5310 onTuMajibHas WIKajla CTpaTH(UKanuu
pUCKa BEHO3HOTO TPOMOOIMOONIM3MA Il JAaHHOW TPYMIbI
MAIMeHTOB HAa OCHOBAHMHM pPEKOMEHJAIMH 10 JICYCHHUIO
bubprmIIAIIHA TpeacepaIuid €BPOTICICKOTO obmecTBa
KapauosioroB  [6]. Y mamumenta S, puCK 1O IIKale
CHA2DS2VASc cocraBnmsan 4 Oamra (3acToifHast cepaedHas
HEJO0CTAaTOYHOCTh, apTepHaNIbHAS TUIIEPTOHUS, CaXapHbBIN 1UadeT,
Bo3pact), ipu »ToM marmeHtam ¢ CHA2DS2-VaSc >2 6amos
PEKOMEH/IOBAaHA TEepamusi OPATbHBIMU AHTUKOATYJISIHTAMH JI0
Joctwxkenuss  neamesoro MHO  2-3  nmpu  OTCYTCTBUU
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IIPOTUBONOKa3aHuil (ypoBeHb Hoka3aTesnbHOCTH 1 A). OnHaxo,
BBISIBIICHHAsI s3Ba JKEJIyJAKa B CTaJMU OTKPBITOrO JedeKTa
OTHOCHUT MallMEHTAa K OYEHb BBICOKOMY PHUCKY BO3HMKHOBEHHS
KPOBOTEUEHMsI, YTO OTPAaHUYMBAJIO HA3HAYCHHE OpPaJbHBIX
aHTUKOAryJsiHToB. IlanMenTy ObLT peKOMEHJ0BaH MpPHUEM HOBBIX
Pyl  aHTUKOATryJISIHTOB, ¢ TUTpamued Ao3el 1o CKO
(maburatpan 110 mr x2 pa3za B JeHb) IOCIE SIUTEIU3ANUU
SI3BEHHOTO Jie(heKTa.

VYuuThiBas HaJaUM4M€ JAHHBIX O TOBBIIIEHWH YPOBHS
KpeaTHHHHA [0 pe3yJbTaTaM NpPeblIyIIUX TOCIUTAIU3AMH,
CHIDKEHHE (UIBTPAllMOHHON (YyHKIMM TMOYeK IO JaHHBIM
OMOXMMMUYECKHUX AaHAJIM30B, NPOBEJACHHBIX B XOJA€ TEKyIleH
rocrmranusammn  (CK® 35 mu/mun/1.72m%) u V3-npusnaku
He(pocKIepo3a M HaIW4YMe [ApEHXMMATO3HBIX KHUCT JIEBOU
NOYKH, a Takke ypoBeHb MAVY= 3,8 Mmr/24u, y mnauueHrta
nuarHoctupoBana XbBII C3b Al craguu. Ha ocHoBanuu
CTpaTU(QUKALMU 10 PHUCKY CEPAECYHO-COCYIHUCTHIX U IMOYEUYHBIX
MCXOJI0B MAallMEHT OTHOCUTCS K TPYIIIKe BbIcOKOro pucka [7]. ITo
pPEeKOMEHAALMAM  MEXJIYyHapoAHOTo oOliecTBa He(poIoros
JaHHas TpyIIa NalUeHTOB HYXKIAeTCsl B MOHUTOPHUPOBAHUU
bynkiuun mouyek 2 paza B ron [7]. HeoOGxogum KOHTpOIb
nokazareje (UIBTPAIMOHHOW (YHKIMM TOYEK H YPOBHS
anekTposnToB nanueHtam ¢ XbII, nmomyvaromumm Tepanuo XCH
B BHjie kKomMOuHanmu u-Alld u aHTaroHUCTOB anbaocTepoHa [3].

TepaneBTuyeckuM  CTpaTerMsIMM y  TMAIMEHTOB C
aprepuansHoil tunepronued, XCH u Hedpomaruein sBiseTcs
He(QpPONPOTEKLUs U CHIKEHHE YpOBHS anpOymuHypuu. Kak
u3BecTHO, Omokaropel PAAC Gonee 3(pPeKTHBHBI B CHIKCHHH
alIbOYMUHYPHH, YEM JPyTUe aHTUTUIEPTEH3UBHBIC MTPENapaThl U
noka3anbl nmauuentaM ¢ Al' u Hannuuem MAY (1A). ITauuenty
Obula Ha3HayeHa KOMOWHUpPOBaHHAs  AHTUTHMIIEPTEH3UBHAs
Tepanus (dHaNIAnpui, OUCOMPOIIOI, BEPOIITHPOH ).

[To pexomennmanussm ESC/EAS mno aucnunuaemMusim

(2012) " HallMOHAJIbHBIM PEKOMEHTalusIM o
KapauoBackysipHoit mpodunaktuke (2011) mpu XBIT y
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MAI[UEHTOB C OYEHb BBICOKMM PHCKOM CEPAECUHO-COCYIUCTBIX
ocinoxxkHeHu 1eneBoe 3Hauenue JIITHIT < 1.8 mmome/m [10].
Takum o6pasom, XbBII sBugercs oskBuBaseHtom WBC 1o
CEepIEYHO-COCYIUCTOMY pHCKy. [lepBUYHON 1Bl Tepanuu
spisiercst cHkenue JITTHIT (ypoBens gokazannoctulA) [8].

l'unepypukemus u nojgarpa siBJISIFOTCS 4aCTOM
KoMopOuaHoi natonoruert y namuentos ¢ XCH. [Tomumo
OTrpaHUYECHUS JUYPETHYECKOMN Tepauy, TMIEepypPUKEMHUS
SBIISICTCS HE3aBUCHMBIM (DAKTOPOM pUCKA U yXY/IIAET MPOTHO3 Y
namuentos ¢ AI' u UBC.

Hecmotpss Ha BbeIpaxkeHHble sBieHus XCH, Benymen
IPUYMHON OrpaHuuYeHus (U3NYECKON aKTMBHOCTH MAllMEHTa U
CHI)KCHHME KadecTBAa >KM3HM SBISUIMNCH apTpPaJlMsl B CBS3H C
YacThIMU  NOJArpUYECKMMHU  aTakaMy, JIOMOairueil, uro
tpeboBano npumenenne HIIBC na amOynatopHom stame. Kak
u3BectHo, HazHaueHue HIICB u unruburopor L1OI-2 cnemyer
n30eraTh y JaHHOW IPyIIbI MALMEHTOB B CBSI3U C UX HEIaTUBHBIM
BIIMSIHAEM Ha (DYHKIHUIO TMOYEK W YCYTyOJICHHE CUMITOMATHUKH
XCH (xnacc IIIB) [3]. Ilomarpudeckue aTakd B TaKUX CIydasx
PEKOMEHYETCsl KyNHUpOBaTh KOJXMIIMHOM. AJIbTEpPHATUBOMN
OCTAaIOTCs BHYTPUCYCTaBHbIE KOPTUKOCTEPOUIBI.

JlaHHOMY NaIMEHTy C ypOBHEM MOYEBOW KUCIOTHI >700
MKMOJIb/T TpH 1ieneBoM ypoBHe MeHblie 400 MMoib/n Oblia
Ha3HayeHa Tepamusi HMHTUOMTOPOM  KCAaHTUHOKCUZAA3bl -
annomypunosnoM B go3e 100 mr/cyTku [4].

Onuum u3 MIPOSIBJICHUI a0eTHYECKON
MHUKpOAHTHMONATUK y mnanueHta . sBiusercs HedpomaTus.
Br160op caxapocHMIKaIOILIEro Inpenapara OrpaHUYMBAET CTaAMs
XBIT Tab. 3 [5]
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Tabn. 3 CaxapocHmkalowme npenapartbl, A[ONycTumbie K
NPUMEHEeHUI0 Ha pasnndHbIX ctaguax XbI1

NPEMNAPATbDI CTAOUA XbN
e MetdopmuH 1-3A
* [AnbeHknammng, (B T. 4. MUKPOHM3UPOBAHHbIN) 1-2

e [nnKnasng u ranknasmng MB 1-4

e [nnmennpug, 1-3

* [MKBMAOH 1-4

e [aunusung v rannunsng N’TC 1-4

e PenarnnHug, 1-4

® HaternmHug, 1-3

e [TnornnTasoH 1-4

e PocurnntasoH 1-4

e CUTarAuNTuH 1-4

* BungarnmntuH 1-5

e CakcaramnTtuH 1-5

e JInHarAMnTuH 1-5

® DKCceHaTup, 1-3

® Jluparnytng 1-3

e Akapb6o3a 1-3

® NIHCcynuH 1-5

VYuureiBas XbII 3 b craguu, naruiedty ObLUT Ha3HAUYCH
TIIUKITAa3K L.

Takum 00pa3oM, JaHHBIM KIMHUYECKOE HAOIIOJCHHE
HNOATBEPXKAAaeT  TOT (akT, YTO KOMOPOMJHOCTb SIBISETCA
HanOosiee 3HAYMMOM KIMHUYECKOM NpoOiIeMoil B NpakTUKe
Bpaueil, MOCKOJIbKY TpeOyeT oOT KypHUpYIOLIero Bpaua
MEXIUCIUIUTMHAPHOMN MOATOTOBKH U OPUEHTUPOBKU B BOIIPOCAX
JUArHOCTUKYU U BEJCHUS NAllUEHTOB C COUYETAHHOM MaTOJOruen.

Jlurepartypa
1. IlenTp rocymapCcTBEHHON U MEIUIIMHCKON CTPaxoBOM MOMOIIN

3a  mepuoxy  01.2011-12.2011. CIHA  uHTpdenepanbHOH
MEJIUIIMHCKON CTPaXxOBOW IMOMOIIM 3are
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MHpeKIMOHHBII IHIOKAPIAUT, 0CT0KHUBIIMACS
TPOMO0IMO0JIUYECKUM CHHIPOMOM
U OCTPBHIM MOBPEKIEHHEM MOYEK

M.A. Terepuna, H.T. [leunkpumsunu, E.O. Korosa,
FO.A. Tlurapesa, C.B. BunneBanbne, A.C. Musnsro

Wudexmmonnsii  sHnokapautr (M3) - 3aboneBanue ¢
BBICOKOW  BHYTPHOOJBHUYHON  JeTalbHOCThIO. OnHuM W3
ocnoxHeHudt WD  sBisgercs TPoMOOIMOOINYECKUI CHHAPOM,
NPUKU3HEHHAs JMarHOCTHKA KOTOpOIo IIPEJCTABIISAET
3HAUUTENbHbIE TPYIHOCTH, a NOAXOAbl K MNPO(UIAKTUKE HE
paspaboransl. [Ipu D smOomuyeckne COOBITUS MPOUCXOAAT Y
20-50% mnamumentoB [1]. Ilpu neBocroponnem WD wHambonee
YacTBIMU MECTaMM 3MOOJUI SIBISIOTCS TOJOBHOW MO3I, JIETKHE,
IIOYKH, KOPOHApHBIE AapTEpUHU, CEJIE3€HKA, KHUIIEUYHUK U
KOHEUHOCTH, TPU MpaBOCTOpoHHEM WD - »MO0IMs JerodHomn
aprepun. Jlo 65% Bcex 5MO0aMI CBA3aHBI C LIEHTPAJIbHON
HepBHou cuctemoit (IJHC), mpu stom OGomee 90% smOomumit
IIPOUCXOIAT B cpenHel Mo3rooi aprepuu [3]. ITopaxenne LITHC
npu WD Moxer mnposBIATBCA B BUAE  HUIIEMHUYECKOTO
IMO0JINYECKOTO UHCYJIBTA, MHUKOTHYECKUX aHEBpU3M,
Cy0apaxHOMUIAIFHOTO WM BHYTPUMO3TOBOTO KPOBOHM3IIUSHUS
MEHHMHTHUTa, alciecca Mosra, sHUedanuTa, 3HIEe(anonaTHH,
cyaopor [2].

YacteiM  ocioxHeHueM WD  gBnsercs U ocTpoe
noBpexkaenne mouek (OIIIT), xoropoe Bcrpewaercs y 30%
OOJIBHBIX U aCCOLMMPOBAHO C HEOJIArONpUATHBIM MPOTHO30M [5].
[Tpuunner OIIIl MynbTHdaKTOpHATBEHEI: UMMYHHBIE KOMIUIEKCHI
U BaCKyJUTHBIH  IJIOMEpPYJIOHE(PPUT, HUHPApKT  TOYEK,
reMOJMHAMHUYECKHE HapylleHuss y OOJIbHBIX C CepAeyHOU
HenoctarouyHocThio (CH) wam  TsKenmbIM — cencucoM, Iociie
Kapauojoruueckoi onepanuu. CylecTBEHHOE 3HAUYEHUE B T€HE3E
OIIIl MoxeT wurpatb TOKCHYHOCTh AHTUOMOTHKOB (OCTpPBI
MHTEPCTULUANBHBIA HEPPUT), B YACTHOCTH, AMHHOITIMKO3UJIOB,
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BaHKOMUIIMHA (cuHepruuHas TOKCUYHOCTh c
aMUHOTJIMKO3UaMu), M JTaXKe BBICOKUX /103 TeHuIWuIHa [1].

IIpencraBnsieM [ByX MalMEHTOB ¢ NepBUYHBIM KO
aopranpHoro knamaHa (AK), ocmoxauBmmumcs OIIIl  u
TpOMO0IMOOTUYECKUM CHHIPOMOM C JIETAJIBHBIM UCXOOM.

[Tanment B., 62 ner, pasHopaboumii, 0e3 aHamHE3a
XPOHUYECKUX 3a00J€BaHUN, TOCHHUTAJIM3UPOBAH D3KCTPEHHO B
CBsI3U C onblKoi. Cuntaer cebs OONbHBIM B TEUEHUE Mecsla,
KOrJ]a TOSIBIJINCh MHTEHCHBHBIE OOJNIM B MOSCHUYHOM OT/Ele
MI03BOHOYHMKA, NMpUBEAIINe K uMMoOmnu3zanuu, norydan HIIBC
B/M C HE3HAYUTENIbHOI MONIOKUTENBHON TUHAMUKOW. B TeueHue
HE/leNu, TMpEeAlIECTBYIOMEH TOCIUTAIN3alU, MOSBUWIACh U
HapacTaja ObIIIKa.

IIpy 1mOCTyIUIEHMM COCTOSIHME CpelaHeu TsbkecTh. B
CO3HaHWM, OPUEHTUPOBAH. JIEKUT C MPUIOTHATHIM H3TOJOBBEM.
[loBpiieHHoro nuranusg. OmylieHWe JE€BOro ymia pra.
Temneparypa tema 36,7°C. KokHble NOKpPOBBI W BHIUMBIE
CIIU3UCTBIE 000JI0YKU OJIETHO-PO30BOI OKPACKH, BHICHIIIAHUN HET.
Bapuko3Hoe pacmpeHue BeH JIeBOM rojeHH. OTEKHM HIKHHUX
KOHEYHOCTeH (B BepxHeW TpeTu rojeHu mnpasasd 40 cwm, neBas 46
CM), MOIIOHKH, mepenHeil OpromHoW cteHku. YJJ[ 22/muH.
JIpIxaHue >KeCTKOe, OCIIabJeHO B HIDKHHX OTAeNax C o0emx
CTOPOH, TaM JK€ BJIAXXHBIE MEJIKOMy3blpuarblie Xpubl. I[lynbc
CUMMETPUYHBIH, PUTMHUYHBIH, YIOBJIETBOPUTEILHOTO
HanoiHerus. YCC 90 yn/mun. Tonsl cepamna miyxue, 1 U 2 ToH
COXpaHEHbl, aKIEHT 2 TOHAa HaJ JIETOYHOH apTepuei,
CUCTOJINYECKMH IIyM BO BCEX TOYKaxX. IpaHuuel cepaua
pacuupersl BiaeBo +3 cM. JKWBOT mpu mnanbnanuu MSTKUH,
6e300ne3HeHHbI. [leuens mo KypnoBy 12x10x9 cm. Cenesenka
He nanbnupyerca. bonu B noscuHune npu asuwxeHun. OOpaiaio
BHUMAaHUE OTCYTCTBHE CaHAallMM IIOJOCTH PTa, BBISBICH
XPOHUYECKHUI MEPUOJOHTHUT JICBITH 3y0OB.

BrisBien BOCHAJIUTEILHBINA CHUHJIPOM (JTeHKOITUTO3
15x10%/n, nmajovKosAepHble JierkoruTel 6%, C-PB 63 en/n),
NPOKaJIbLUTOHUH 8  HI/MJI, Kkene3one(UIUTHas  aHEeMHUs
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(sputpommtel  4x10'%/1, Temornobum 112 r/m, xemeso 7
MKMOJIb/JT), HapymieHue GyHKIUA T1odek (kpeatuHuH 129
MEMOb/1, CK® 50 wmur/mun/1,73 Mz), CUHIPOM XOJIeCTaza
(oOmuit  OwupyOuH 23 MKMONB/JI, TpsAMol Owmmpyoun 10
MKMOJNB/11, menoyHas ¢ocdoraza 200 en/m), neYeHOUHO-
KJIIETOYHOM  HEJOCTAaTOYHOCTH  (XOmWHACTEpaza 3 en/dn,
MPOTPOMOMHOBEIN WHAEKC 68%, anpOymuH 29 1/7), HHUTONM3A
(AJIT 339 en/n, ACT 344 en/n), noBeimenue pro-BNP >30 000
nr/mi, [I-mumep 426 Hr/mi.

VYauTsiBas MPEIIIECTBYIOLIYIO MMMOOUIIU3aLIUIO,
BHE3AIHOE HapacTaHUe OJBIIIKH, ACHMMETPUYHBIC OTEKH HUKHUX
KOHEYHOCTEH, MOBBIIIEHUE YpOBHA J[-aumepa, HCKIIOYa1ach
TOJIA: nmpu Y3/I' cocynoB HMKHHUX KOHEYHOCTEM IaHHBIX 3a
TpoM603 He monydeHo, mpu DXOKI' BBISABICHO paclIMpeHHe BCEX
nojocreil cepaua, serounas runeprensus (CIJIA 58 mm pr.ct.),
Bererauugs Ha AK 0,6x1,6 cM, BblpakeHHass aopTajibHas
HEJI0CTAaTOYHOCTh, AOpPTaJIbHBIA CTEHO3 (TpagueHT aaBieHus 17
MM PT.CT.). PEHTT€HOIOrN4eCcKH - MPU3HAKK 3aCTOS [0 MaJloMy
KpYyTy KpoBooOpaieHus. BrimonueHs! mocessl kpou, [111P.

Jlo nmonydeHus pe3yabTaToB I0OCEBa KPOBM Hadara
SMOUPUYECKU aHTHUOakTepuanbHas Tepamus (uedTpuakcon 2
I/CyTKH BHYTPHUBEHHO), ipoBoamiack tepanust CH (MHruOuTOpshI
AII®, 6era-610KaTOPBI, BEPOUITHPOH, TUYPETHUKH, HUTPATHI).

B cBsi3u ¢ BBIpak€HHBIMH OOJIIMH B TTOSICHUYHOH OOJIaCTH
npoBeaesl KT u MPT mnosicHuyHOro otaena Mnmo3BOHOYHMKA
(cnonpunut, cnouguwioguciut L5-S1), VY3U  mouek, KT
OpIOIIHOM TOJO0CTU (BBISIBICHO O0bEMHOE 00pa3oBaHHE JIEBOU
noukyu, renaromeranus). KT ¢ KoHTpacTUpoBaHHEM ISt
yTOUHEHHUSl JMarHo3a HE BBINOIHEHO, YYHUTHIBAas TIOBBIIICHHE
kpeaTuHuHa. Ha 4 neHp rocnuTanusanuy y MalueHTa pa3BUIoCh
octpoe mnospexaeHue mnouek (OIIIl) (kpearmnun 129—249
miMoib/1, CK® 50—23 mur/mun/1,73 M), MOBPEXKICHHE [IEUCHH
(AJIT 1197 en/n, ACT 79 En/n, oOmwmii OunupyOuH 21 MKMOJIB/I,
npsMoiit omnupyOomH 16 MrMonw/n, memouHas ¢ocdaraza 351
en/m). B cBia3u c HapacTaHuEM SBICHHNA HEIOCTAaTOYHOCTH
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KPOBOOOPAIIICHHUS, MOJMOPTaHHONW HEJOCTAaTOYHOCTHIO MAIMEHT
nepeseneH B OPUT, k tepanuu gobaenen BankomuiuH 500 mr 1
pa3 B 3 nHsa BHYTpuBeHHO (¢ yuyetoM CK®); unruburtopsr AIID u
BEPOLITTUPOH OTMEHEHBI, yuuThiBas OIIII.

B 3-x kparHbix moceBax KpoBu BeigBiIeHa Gemella
Haemolysans (rpynma  Streptococcacae,  ¢akyJIbTaTUBHBIN
aHa’poO, 4yacTb HOPMAJILHOW (DIOPHI TMOJOCTH pTa M BEPXHUX
JbIXaTeIbHBIX IMyTEH) C YyBCTBUTEIBHOCTHIO K BaHKOMMIIUHY,
KIMHAAMHALUHY, pU(aMIUIUHY, He)TPHAKCOHY, SPUTPOMHUIINHY.
[lo pesynpraraM CEKBEHHpPOBaHHSI B  KPOBH  BBISBIIEHBI
Streptococcus intermedius u Streptococcus constellatus.

Ha 12 cytkm B cBA3M C HapacTaHueMm cinaboCTH,
MOSIBIICHUEM JU3aPTPUH, TATOIIOTUYECKUX PEPICKCOB BHITIOTHEHA
KT ronoBHOro M™o3ra, BBISBIEH HWIIEMUYECKUNA HWHCYJIBT B
OacceiiHe TepMHMHAIBHBIX BETBEH TMeEpeqHEell CIHMHHOMO3TOBOU
aprepud. [l NpOAOIKEHUS TepanuM NalMeHT IEepeBEleH B
OTHEJNeHUN HeWpopeaHuManuu. B TedeHue 27 nHeW NalMEeHT
HaXOIUJICA B TEpareBTUYECKOM, pEeaHUMAaIIOHHOM,
HEWpOpEeaHNMAIMOHHOM OTIEJICHUSX, rae noJryyasn
aHTHOAKTEpHAJIbHYIO  Tepanuio  (BaHKOMHUIMHT1IEQTPUAKCOH),
cocyauctyro Tepanuto, Tepanuio XCH, ogHako, cocTosHHE
OCTaBaJIOCh TsDKeNbIM. Hapsiny ¢ yMeHbIIEHHEM BbIPaKEHHOCTU
1ab0paTopHO-BOCMIATIUTEIFHOTO CHHAPOMA, CHHpOMA X0JIecTasa,
M1€YE€HOYHO-KJIETOYHON HE/I0CTaTOYHOCTH, LUTOIN3a
Habmonanace orpunarensHas DXOKI agunamuka (yBenudeHue
pa3zmepoB Beretauuil 10 1,0x2,4 cM), coxpaHsuiack HapylleHHas
byHKIHSA TIOYEK, cepaeyHas HEJOCTaTOYHOCTb,
TpomGonmTonenus (64x10°/1).

Ha 27 cyTku BHe3anmHO€ yXyALLIEHUE COCTOSHUSA, MOSBICHUE
MEJICHBI, CHIDKCHHE YPOBHS TeMoroOuHa 1o 92 1/1, B CBA3M C
pa3BuTHEM  kemyaouHo-kumedHoro  kposoredeHus — (OKKK)
nepeserieH B OPUT, roe, HecMoTpss Ha TPOBOAMMYIO TEPAIHIO,
MalUEeHT CKOHYAJICS.

Takum  o0pa3oMm, KIMHMYECKM y  TalMeHTa  OblI
JIUArHOCTUPOBAaH WH(MEKIMOHHBIA DJHIOKapIUT, Yy4YUTHIBas 2
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Oompimmx  kputepusi  (Bererauumun Ha AK, TpexkparHbII
MOJIOKUTENbHBIH  1oceB  KpoBu [Gemella haemolysans, ¢
pa3BUTHEM CEIICHUCA, IOATBEP)KIEHHOIO IOBBIIIEHUEM YPOBHS
MPOKaJIBIUTOHMHA]) W | Manblii Kputepuil (aprepuanabHas
smbonust ¢ mopaxenuem LIHC). Ilpu ayTomcum mnonaTBepxkieH
nHpeKnoHHBIM 3HAOKapAUT AK, pak moukum, BBISBICHA
TpOMOOIMOOIHS JIETOYHON apTepuu ¢ HH(pAPKT-THEBMOHHEH B
HIDKHUX J0X (MCTOYHUK TD - TpoMO03 IyOOKHMX BEH HMKHUX
KOHEYHOCTEH, KOTOpBIM  mpwxusHeHHo 1pu  Y3/AI' He
JTUArHOCTHPOBAH), XpOHUYECKas si3Ba 12-MEpCTHON KHIIKH B
craqun pyOuesanus, cocrossueecs JKKK, abcuecc B mpaBom
nosymapuu 100Ho# nonu ronosHoro mosra. [Tpu I[P B knanane
BbIsIBIIEHBI Streptococcus constellatus u Klebsiella pneumoniae.

Oco0eHHOCTHIO JTAaHHOTO HaOII0IeHUS ABIISIETCS
OCJI0)KHEHHOE TEYEHHE |%16) c pa3sBUTHEM OIIII,
TPOMOOIIMTOTICHUH, TTOBPEXKICHHEM TICUCHH, HAJTMUUEM adciecca
mo3ra u JKKK, a Takxke coueranue MWD ¢ 00beMHBIM
oOpa3oBaHMeM TOYKH. Takke CieayeT OTMETHTh, YTO 3a BCE
BpeMsl Te4eHHusl OOJe3HM y MalMeHTa OTCYTCTBOBAJA JIMXOPAJKA.
C yuerom ocnoxHeHHOTO TeueHuss WD, Oompiioro pasmepa
Bereranuif, Hamuuus knuHukd CH, JserouyHol runepreHsuH,
SMOONIMYECKUX  OCJIOKHEHUH, MalnueHTy OblUI0  IOKa3aHo
SKCTPEHHOE  XUpypruuyeckoe JiedeHue. IlanmeHT  aBakIbl
KOHCYJIBTUPOBAH  KapAWOXUPYpProM, OJHAaKO B CBA3M C
TPOMOOLIUTOTICHUEH, Maccoi Tena Ooiee 100 KT,
TUIONPOTEMHEMHEN, OT ONEpPAaTHMBHOIO JICUEHUS PEIIEHO ObLIO
BO3/IepKaThbcs (BBICOKMHM PHUCK pPa3BUTHS HHTPAONIEPALMOHHBIX
OCJIOKHEHUH).

[Tauuent @., 66 ner, rocnurtanusuposan 12.08.2013 r. ¢
XKajobaMM Ha JJUTENbHYIO JTUXOpaJaKy (B TeueHue | mecsna 1o
38,5°C), ompllIKy HpU MHUHUMAIbHOW (U3MUECKOW Harpyske,
cnabocth. 1,5 Mecslla Hazax MepeHec MPOTE3UPOBAHUE 3yOOB,
[ocjae Yero OTMETHJ IIOBBIIIEHHE TeMIepaTypbl Tela M0
beopunpHbIX 1O, momydan HIIBC B Tewenme 1 mecsma. B
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aHaMHE3e  apTepuanbHas  TUNEPTOHUS  0e3  MOCTOSHHOM
aHTUTUIIEPTEH3UBHOM TEpaIuH.

[Ipy moCTymJeHMH COCTOSHHE OOJBHOTO  TSDKENOE.
ACTEHWYEH, Maj0 KOHTAaKTEH, 3aTOPMOXkEH. Temieparypa Tena
38,0°C. KoxHble TOKpPOBBI CyxHWe, Tops4ue, OJexHbIe.
IleTexnanpHble KPOBOM3IMSHUSA B KOHBIOHKTUBY TIJla3 HW)KHEIO
BEKa (msiTHA Jlykuna-JIubmana), reMopparu4eckue
MEJIKOTOYEUHbIE,  OOMJIbHBIE  BBICBIIAHMS ~ HA  HUKHHUX
KoHeyHOCTsIX. CyOMKTepUYHOCTh JIMIA U CKiIep. MaccuBHBIE
OTEKH ToJieHed u Oexaep. Jpixanue ociiadiaeHo B HIDKHUX OT/ACJaX,
xpunoB HeT. YJIJ{ 26/mun. Tonsl cepama putMu4Hbl, 1| U 2 TOH
COXpaHEHbI, CUCTOJIMYECKH HIyM BO BceX Todkax. HaOyxmme
merinble BeHbl. AJ] 110/80 mm pr.ct. YCC 100 yn/mMuH. AnneTur
PE3KO CHMKEH. fI3bIK 4MCTBIA, CyXoH. JKMBOT npu nanpnauuu
Msarkui, 6e3bonesHennbiii. [leyenr mo KypmoBy 12x11x10 cwm.
Cenesenka 14x9 cm.

BrisiBnena xenezoneuIMTHAS aHEMHs JIETKOW CTENEHH
TsokecTH (SpuTpormTsl 3x10°/1, remornobun 74 /71, kemeso 2
MKMOJIB/JT), BOCTIATUTENbHBI CHUHIPOM (JI€HMKOLUTHI 21x109/n,
najodkosiepueie  neiikommtel  17%, C-Pb 127  en/n,
MPOKANBIUTOHUH 3  HI/MII), CHIDKEHHE (DYHKIMU TIOYEK
(xpeatuanH 147 mxmone/it; CK® 41,7 mn/mun/1,73 M’ ), ¥Y3-
npu3Haku cruileHoMeranun  (14x9x6 cm). Ha OKI' purm
CHUHYCOBBIM, ymepeHHble H3MeHeHus Muokapnaa. llpu OXOKIT
BoisiBeHbl Beretaunn AK (1,9x1,0 cm), pacuiupeHue moiocTu
JIII 4,2 cM, JDK 5,7 cm, Hemgocrarounocts AK 2 cr.,
TpukycnuaanbHoro kinanana (TK) 3 cr., CIUIA 60 mMm pt.cT., ®B
JIK 42%, 6e3 30H runokuHe3uu. B moceBax KpoBU (pe3ysbTaThl
BBIJIaHbl NIOCJIE CMEPTU OOJIBHOT0) BO BCEX Mpobax M METOJ0M
[TI[P-cexBernpoBanws BeIsiBIIeH Streptococcus Gallolyticus.

Hauvata osmnupuueckas aHTHOakTepualbHas  Tepanus
(cympracua 6 1/cyt, rentamunuH 200 Mr/CyT BHYTPHBEHHO),
3aMeCTHUTENbHAs Tepanus IMpernaparaMu jkenesa, AUypeTHYecKas
tepanus. HecMmoTpss Ha mNpoBOOUMYIO TEpanuio, COCTOSTHHUE
OO0JNIBHOTO  yXYJIIajdoCh, MpOTrpeccHpoBaia  cepAedyHas |
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JbIXaTeabHas HEJAO0CTaTOYHOCTh, paszBuwioch OIIIl (kpeaTuHUH
14700239 mxmons/n, CK® 23 wmn/mur/1,73 M°). B cssu ¢
pa3BUTHEM HEKOHTPOJIMPYEMOW THUIIOTOHMM ObUI TEpEBEJCH B
peaHNMAaIMOHHOE OTJEJICHHE, IJie B TEUEHHE HECKOJbKHUX YacoB
HACTyIHJIa CMEPTh (Ha 4 cyTKn).

v nanueHTa JIMarHOCTUPOBAH ONpeAeICHHbIN
uHpeKMoHHbI dHAOKapauT AK, yuuteiBas 2 GoibmIux
kputepusi (Berertaniuun Ha AK, TOJOXUTENBHBIA TMOCEB KPOBHU
(Enterococcus columbae)) u 2 Manbix KpuTepus (JHMXOpajgka
cebimie  38°C, cCOCyAHCTBIE OCJIOXHEHHUS [remMopparudeckue
BBICBHITIAHUS Ha HIDKHUX KOHEYHOCTSX, ckiepax]). Ha ayromcun
MOATBEPKICH NHPEKIUOHHBIN dHA0KapauT AK, ocnoxHUBIIHIICS
TPOMOOIMOOINYECKUMU CHHIPOMOM C pa3BUTHEM HH(papKTa
MHUOKap/ia (JaBHOCTBbIO OKOJO 2-3 CyTOK), HIIEMHYECKOIO
uH(papkTa romoBHoro mosra, cenesenku. [Ipu I[P knamana —
Streptococcus Gallolyticus.

OCHOBHBIMU 3a/layaMU TpPH BEIACHUM MalMeHToB ¢ MO
SBJIAIOTCS: CBOEBPEMEHHAs JAMArHOCTHKA 3a00JeBaHUsl U €ro
OCNIO)KHEHUH, cTpaTudukanyus 1o PHUCKY HEOIaronpusITHOTO
NpOTHO3a M pUcka TpoMmOodMOoImueckux ocioxaeHuii (T20),
BBIOOD a/JIeKBaTHOU TepaneBTHYECKOM CTpaTEeTuu.
WuauBuayanbHblil puck 6oipHOro M ompexpensercs Hamu4ueMm
(hakTOpoB HEOIATOMPUSITHOTO MPOTHO3A.

IIpeauxkTopsl HEOIATONPUATHOTO MPOTHO3a Yy NALMEHTOB €
nda

XapaKTepUCTHKH MALMCHTA:

- TIO’KUJION BO3pacT

- I3 npoTe3upoBaHHBIX KJIAallaHOB

- UHCYJMHO3aBUCUMBIH CJ]

- KOMOPOHIHOCTh (a-p, HecTaOWIIbHas reMoAMHaMHUKa,
NpeALIECTBYIOIUE 3a00JIEBaHUSI CEPIEYHO-COCYTUCTOW CHCTEMBI, IOYEK,
JIETKHX )

Ocnoxuenns UD:

- cepAeuHasl HeIOCTaTOYHOCTh
- II0YeYHas HEJOCTATOYHOCTD
- HHCYJIBT

- CENTHYECKUH IIOK
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- IEPUAHHYJIIPHBIE OCJIOKHEHUS

MUuUKpOOpPraHu3Msl:

- S. aureus

- rpuOBI

- rpaM-OTpULATEIbHbIE MATOUYKH

OXOKI xapakTepUCTUKHU:

- IEpUAHHYJISIPHBIEC OCIOKHEHUS

- Tsoxenast perypruartamust AK, MK

- Hu3kas OB JDK

- JIETOYHAs! THIIEPTEH3HS

- KpYIHbIE BeTETaIlN

- TSDKeJas IPOTe3Hasi TUCHYHKIUS

- mpexzaeBpeMeHHoe 3akpeiTie MK u npyrue nmpusHAaKM MOBBIMICHUS
JIMACTOJIMYECKOT0 JaBJICHUS

IIpencraBineHHble MALMEHTHl OTHOCWIMCH K  IpyIIe
BBICOKOTO pHCKa HeOiaronpusTHoro ucxona. IIpeamkropamu
HEOJaronpusATHOTO MCXO0Ja Y MAIMEHTOB SIBIISUIMCH IOXKUION
BO3pacT, HeCcTaOWIIbHAs T'€MOJMHAMMKA, TSDKEJas peryprutanus
AK, nerouHas runepreH3us, KpyNHbIE BEreTalluu, CepAcyHas
HEI0CTaTOYHOCTh, TOYEYHasl HEIOCTATOYHOCTb.

IIporHo3upoBanue MHAMBHUIYyaIbHOTO pucka TOO kpaiine
cnoxHo. Ompexnenensl  (akrtoper pucka TOO npu  HD:
nepeHeceHHas panee TO, Bererauuu >10 MM, yMepeHHas WiH
BbIpa)KEHHAas! MOJBM)KHOCTh BEreTallii, OTCYTCTBUE YMEHBIICHUS
pa3MepoB BereTalyii Ipu JICYeHUN aHTHOMOTUKAMH, MUTpaJbHAs
JIOKaJU3alKsl BEereTalnidi, 0COOEHHO Ha TepemHei ctBopke, MO
IIpaBbIX  OTAEJIOB  CEpAlla, MPOTE3UPOBAHHOIO  KJlalaHa,
BBI3BaHHBIM  CTAaQUIOKOKKOM/ SHTEPOKOKKOM/  Streptococcus
bovis, Bbeicokuii ypoBeHb CP-b, TOBbIIIEHHBI ypOBEHb
MPOTPOMOMHA, HATUYKE aHTUTEN K GOCHOIHUITHIIAM.

OueHp BakHA NpPWKHU3HEHHas nuarHoctuka TOO, onHako
HE Bcerga, Jaxke  Biajges  HEOOXOAMMBIMM  METOIaMH
UCCIIeIOBAHUHN, yAaeTcsl paclo3HaTb 3MOOIUYECKUE COOBITUS. Y
MPEJCTABICHHBIX MAlIUEHTOB OBLIM KIMHUYECKHE MPOSBICHUS,
KoTopble TpeboBanu wuckiaoueHuss TOO. YV mammenta B. ¢
HapacTaromed oaplko uckimodanace TIJIA, mpu  Y3AI
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JAHHBIX 32 TPoMO03 IIyOOKHUX BeH He monyueHo, npu DXOKI B
JUHAMHKE JIETOYHAsl TUIEPTEH3Us HE HApacTaja; OJHAKO IIpHU
ayTONICMM  BBIBIEH TpoM003  TIyOOKMX BEH  HHKHUX
KOHEYHOCTEH, TOJIA. Kpome TOTO, MPUKU3HEHHO
HEBPOJIOTMYECKUE MPOSBICHUS TPAKTOBAJIUCH KaK IPOSBICHUS
uHcynbTa (nanHeie KT), B To BpeMs Kak Mpu ayTOINCUU BBISBICH
abcuecc wmosra. Passutue OIIIl u mnoBpexIeHHE MEUYEHU
MO3BOJISUTM  3aMOAO03PUTH TPOMOO3 TOYEYHBIX, MEYEHOYHBIX
aprepuii, Ho ipu Y3U npusHaku TpomMO03a HE BBISBIICHBI.
CoBpeMeHHbIE PEKOMEHIALMU MIPEINOIAraT CIASAYIOUIYIO

TaKTUKY TIPU HEBPOJIOTHYECKUX OCIokHeHusax 13 (tadm. 1) [1].

Tabmmuna 1. Takrtuka Begenuss mnauveHtoB ¢ WD u
HEBPOJIOTUYECKUMH OCJIOKHEHUSIMU

PexomeHnanum Knacc? YpOBeHBb
IMocne OGeccumnToMHON LiepeOpaibHON >MO0INU I B
WM TPAH3UTOPHOW MILIEMUYECKONW araku, €ciu

COXpaHAIOTCA  TIOKa3aHWs,  HE3aMEIIUTEIIHLHO

PEKOMEH/IyeTCsl Onepanusi

ITocne BHYTPHUYEPETHOIO KPOBOM3JIUSHUSA I C

XUPYPTUIECKOE BMEIIATCIBCTBO TOJDKHO OBITh
OTJIOXKEHO I10 MEHBITIEH MEpPE Ha OIUH MECALL

Helipoxupyprust wind 5HAOBACKyJsIpHas Tepanus I C
II0OKa3aHbI npu O4YCHb 60J'II)LlIl/IX,
pacnpoCTpaHEHHBIX WIN pa3opBaHHBIX

BHYTPUYCPEIHBIX aHEBPU3MaX

Ilocne wHcynpTa, omnepauus IOKa3aHa IIpU ITa B

CepIeUHON HENOCTaTOYHOCTH, HEKOHTPOJIUPYEMOM
nHdpekuuy, abcueccax, a MPU HOCTOSHHOM
BBICOKOM 3MOOJIMYECKOM pHUCKE XHPypruueckoe
JIeYCHUE OTKIIABIBATH HE CIIEAYET.

Onepanuio  ciegyeT — paccMarpuBarh — IOKa
oTCyTCTBYeT koMa M mo jaaHHeiM KT wuckmroueHo
YeperHO-MO3I0BOE KPOBOU3IHUSHHE
BryTpuuepenHble aHeBpU3Mbl CIEAYET HCKAThb Yy ITa B
moboro manueHta ¢ MO uiam HEBPOJOTHYECKUMHU
CUMIITOMaMH — A JUAarHOCTUKU  CIIELyeT
paccmarpuBarb KT uiau MP anruorpaguro
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OO0IIETPUHATYIO aHruorpaduio cienyer ITa B
paccMaTpuBaTh, KOTJa HEUHBA3HBHBIE METObI
HETraTUBHBI, a MOJO03PEHHE Ha BHYTPUYEPEIHBIE
AHEBPU3MBI OCTAIOTCS

* Kiace pekoMeH/auii, . YpoBeHb J10Ka3aTelbHOCTH

CHmxenune pucka TO  mocine  Hayana — JeYeHHs
AHTHOMOTHKAMH TIOJATBEPIKIACT BAKHOCTh paHHEH JIMAarHOCTHKH
U Hayaja aHTUOAKTEpUAIbHOIO JICUEHUs IJIs MPeIOTBpallCHHs
T3. Puck BO3HMKHOBEHMS HOBBIX COOBITHH (IIPOUCXOISAIINX
nocjae Hayaja aHTUOAKTEPHAJIbHON TepanuM) COCTaBIISET BCETo
6-21%. IloMuMO MeIMKaMEHTO3HOW Tepanuu OOJBHBIM C
BbICOKUM puckoM TOO ompaBaaHO oOmnepaTHMBHOE JIEYEHHE B
paHHEM MEpHOJE, TAKOE JIEUECHUE ONPEIENsIeTCs KaK «CPOUYHOE)
(Tabm. 2) [1].

Tabmmuma 2. IlokasaHuss I8 ONEPATUBHOIO  JIEUCHUS
JeBocTopoHHero MO HaTMBHOTO KianaHa

Pexomenpanuu: nokas3aHus K onepanuu Bpems* | Kmacc® | Vposens

A — CEPAEYHAA HEJJOCTATOYHOCTD

AopTanbHbIi WM MUTpanbHbI VO ¢ Tsxemnoi | HeoT1ox I B
OCTpOl  perypruranveil wuiu KiIanaHHOH HOE
o0CTpyKIMeH, BBI3BIBAIOIINI pedpakTepHbIi
OTEK JIETKUX WIN KapAHOT€HHBIH 0K

AopransHblii  wmum  mutpaneHeli IO ¢ | Heomtox I B
¢ucTynoll B KaMepsl cepAla WIM HEpHKapid,| Hoe

BBI3BIBAIOMINN pepakTepHBIl OTEK JETKUX

WJIH TIOK

AopTanbHblil nau MuTpanbHbiil O ¢ Taxenoil | cpouHoe I B

OCTpPOM peryprutrauved WiM KJIalaHHOU
oOctpykuueit niam nepcuctupytomeii CH nm
AXOKapIuorpapuIecCKUMU MIpU3HAKAMHU
HU3KOH TIeéMOAMHAMMYECKON TOJEPaHTHOCTH
(panHEee MHUTpaTBEHOE 3aKPHITHE HITH JIETOYHAS
TUTIEPTEH3HS )
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AopTanpHBIH win MUTpanbHEI D ¢ Tshxenoi
perypruranueit wium 6e3 CH

IJIaHOBOEC

Ila

b - HEKOHTPOJIMPYEMA I MTHOEKLIA

JlokanbHasi HEKOHTpOIHUpyeMas HH(EKIUs
(abcmecc, TICEBI0aHEBPU3MA, tuctyna,
OombIIIMe BETeTAINN )

CpOYHOE

[lepcuctupyromas JuMXopaaka W MO3UTHBHBIC
KyJbTYpBI KpoBH >7—10 queit

CpOYHOE

Wndekuus, Bb3BaHHAas  rpudbamMu WM
MYJITUPE3UCTEHTHBIMU MUKPOOPTaHU3MaMH

cpouHoe/
IJIAHOBOE

B — [TIPOOMJIAKTUKA SMBOJINIA

AopranpHbIli  wianm  muTpaneHeE D ¢
6onBIIIMH BEreTalusIMHU 10 MM),
NPUBOASAIIMME K  OJHOMYy WM  Ooree
9MOOJIMYECKUM  DIU30AaM  HECMOTpS  Ha
COOTBETCTBYIOILYIO aHTHOAKTEPHAIBHYIO
TEpaImio

CpovHOE

AopranpHBIA WM MHATpanpHBIH WD ¢
OonpmMu BeretarsiMu (>10 MM) 11 pyrumMu
npenukTopaMu ociiokHeHHoro Teuenus (CH,
nepcucTHpytolas nHdekuus, adciecc)

CpoYHOE

BrisBrnenue odeHp OONBIIMX BereTamuii (>15
MM)

CpOYHOE

IIb

AKnace pexoMeHarmii
® YpOBeHb I0CTOBEPHOCTH

* Heomyio)KHas! OTIepaliy: Olepalyy MpoBOIsATCS B TeueHHe 24 4acos,
CpOuHasl oIepanys: B TeYeHUEe HECKOJIbKUX JHEH, IJIaHOBas Oepaluy, KaKk
MHUHHUMYM, niocie 1 uiu 2 HeJiellb aHTHOaKTepHaIbHON TePaIHH.

[IpencraBieHHBIM MaeHTaM OBLTIO HEOOXOTUMO CPOYHOE
OIEepaTUBHOE JICUYCHHUE, KOTOPOE HE IMPOBEACHO, B TOM YHCJIC B
CBiA3UM C BBICOKHUM pI/ICKOM paSBI/ITI/IH I/IHTpaOl'IepaHI/IOHHI)IX

OCJIOKHEHHUH.

B aktuBHyto ¢a3zy D anTuTpoMOOTHYECKHE MIpETIapaThl He
nokasasbl. OJHaKO CylIeCTByeT IpyMIa MalUEHTOB, KOTOPBIE 10
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BO3HUKHOBeHUs WD npHHMManM aneTWiCATULWIOBYIO KHUCIOTY
[0 JpYrdM TIOKa3aHWsAM, TaKuUM MalMeHTaM IpepbIBaHUE
aHTUTPOMOOIIMTAPHOM Tepamnuu pPEKOMEHAYEeTCS TOJBKO IpHU
HaJU4YUH OOITUPHOTO KPOBOTEUEHUS [4]., Ipyrue peKoMeHIaIuu
no aHTtuTpomMOOTHYEeCKOM Tepanuu npu WD mnpuBeneHsl B
Tadmue 3.

Tabauua 3. AuTuTpoMOboTHUECKas Tepanus npu 1D
Knacc® | Vposens’

[IpepriBanue AHTHTPOMOOIMTAPHON  Tepamuu I B
PECKOMEHAYCTCA TOJIBKO MNPHU HAJIWUYUHN 06LlII/lpHOFO
KpPOBOTEUEHUS

[Ipyn wmemuueckoM HMHCYnbTe 0€3 1epeOpaibHOTO I C
KPOBOTEUCHHUsI II0Ka3aHa 3aMeHa IepopajbHOU
AQHTUKOAryJISTHTHON Tepanuu
He(PaKIMOHUPOBAHHBIM TeIIAPHHOM Ha 2 HENEeNH C
THIaTeIbHBIM KOHTposieM AYTB

IIpu BHYTPHUYEPETHOM KPOBOM3JIUSHUU I C
PEKOMEHyeTCs PEPHIBAHNE BCEX aHTHKOATYISTHTOB

v MalUEHTOB c BHYTPHUYEPENHBIMU ITa C
KPOBOMBIMSAHMAMH M MEXaHWYECKHMH KJIallaHaMU
He(ppaKIIMOHNPOBAHHBIH rernapuH cienyer

BO300OHOBUTh KaK MOXXHO CKopee (C TIIaTeIbHBIM
koHTposieM AUYTB) mocie MeXIUCITUIUIMHAPHOTO

obcyKIeHMs
IIpu oTcyTcTBMM HHCyIbTa 3aM€Ha INepopaiIbHOI 1Ib C
AQHTUKOAryJISTHTHOU Teparuu

He(paKIMOHUPOBAHHBIM TEIAPUHOM B TEYEHUE 2
Hezenb BO3MOXKHA B ciydae 13, BbI3BaHHOrO S.
Aureus, ¢ TIarenbHbIM KoHTposem AUTB
* Kiacc peKoMeH1anuii, * YpoBeHb 0Ka3aTeIbHOCTH
HCHBIO MpEaACTaBJIICHUA NAHHBIX KIMHUYCCKUX Haﬁ]’HDI[eHPIﬁ
SIBJIACTCA ACMOHCTpalusa CJIOKHOCTH HpI/I)KI/ISHeHHOI\/JI
JUAarHOCTHUKHU TpOM603M6OHI/I‘{CCKI/IX OCJIOKHEHUM I/IS, Hux
H€6J1aFOHpI/I$ITHOFO IMPOTrHOCTUYCCKOI'O 3HAYCHUA. HpeI[CTaBJ'ICHI)I
noaxonpl K crparudukanuu - OompHBIX WD mo  pucky
TPOMOOIMOOTNYECKIX OCJIOKHEHUH M HEraTUBHBIX HCXOJIOB,
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06Cy)K,HeHI>I IIOKa3aHuA K ONCpaTUBHOMY JCYCHUIO u
BO3MOXHOCTHU MGHHK&MCHTO?)HOﬁ TEparunu.
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JInxopaaka HesICHOTO reHe3a Kak NMposiBJIeHHe
NMOJOCTPOro THPEOUINTA

C.A. I'anmoukun, ®.P. Yotuaesa, E.C. CrapocTtuHa,
IO.A. Ilurapesa, C.B. BumieBanbie

B CcOBpeMEHHOM  KIMHHUYECKOW IIPAKTUKE  HEPEIKH
CUTyallud, KOTJa OCHOBHBIM IPOSIBIIEHHEM 3a00JeBaHUS
ABJIAETCA  JUIMTENbHAs JMXOpajaka. BeigeneHo oTxaenbHOE
noHsitue — nuxopaaka HesicHoro rene3a (JIHI') (Petersdorf,
Beeson, 1961). JIH[' — 3To moBblllIeHHE TeMIEpaTypbl Temna
oomee 38,3°C mpOMOKHUTENBHOCTBIO Oosiee 3 HeAenb, MNpH
KOTOPOM pYyTHHHOE o0O0cliefoBaHHE B TeueHue | Heaenu He
MO3BOJISIET BBIACTUTH YETKUE NMPU3HAKKA OOJE3HH M MOCTaBUTH
nuarHo3. M3ectHo Oonee 200 3a0osieBaHMi, KOTOPHIE MOTYT
nposiBnsiteest JIHT (Taom. 1) [1,2]:

Tabmuma. 1 ['pynmber 3a0oeBaHui, acCOIMUPOBAHHBIX C
JIHT
['pynmnst Yacrora,
%
Nudexunonnsie 3a6oneBanus (Hanboee 9acTo 47
TyOepKyes, Opyuenne3, HHQEKINOHHBIA YHIOKAPINT)

OmnyxoeBble 3a00eBaHAA (XOKCKIHCKAS U 15
HEXO/DKCKUHCKas TuMdoma u z1p.)

CucremHble 3a00JieBaHus (CHCTEMHas KpacHast BOJTUaHKa, 16
6osre3ns CTrinia y B3pOCibIX | Ap.).

[Tpouwne (B Tom umcie TOJIA, ankoronsHoe nMopaxeHne 6
MIEYCHH, TTOJIOCTPBIN TUPEOUINT)

JuTenbHO HE MarHOCTUPOBAaHHBIE 16

Cpenu npounx MPUYUH, CIOCOOHBIX PUBOIUTH K Pa3BUTHIO
JIHT, Beinensitot nogoctpsiii Tupeouant (I17T) [3.4,5].

[anuent I1., 51 roga, aupexrop Tunorpaduu, 6€3 BpeIHbIX
NpUBBIYEK, C aHaMHE30M apTepuaibHOi runepronun (Al),
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rocnutanu3upoBan skctpeHHo 06.02.14 r. ¢ momo3peHueM Ha
nmHeBMOHMIO. 3a6osen octpo: 13.02.14 1. mosiBJIeHUE JTUXOPATKH
10 38,5°C, MpeHMYIIECTBCHHO B BEYCPHHE M YTPEHHHE YAaCHI,
apTpayiruii (001b B KOJEHHBIX CycTaBax), AUCKOMQopTa IpH
rnotanuu. Takke oTMeudaeT MoxyJaaHue Ha 4 K- B TEUeHHUE
nonyroaa.  CaMOCTOATENBHO  MPUHMMAl  HECTEPOMJIHBIE
npotuBoBocnanuTensubie cpenactsa (HIIBC) ¢ BpemeHHBIM
sapdekrom. OOcienoBan amOyaTopHO. BBIABICHO MOBBIMICHUE
COD (mo 56 mm/gac), pe3ynbTaTbl OOIIEr0 aHalW3a MOYH H
OMOXMMMUYECKOTO aHajiu3a KpOBH, a TaKXKe OHKOMapKepOB
(mpocTar-cenuprUUecKuii aHTUTEeH - OOIIHil, CBOOOTHBIN) - 0e3
ocobenHocreil.  KOHCYnbTHpOBaH  OTOPHMHOJIAPUHTOJIOTOM,
ypoJIOroM - TaToJOTMM He  BbIsBIEeHO. [IpoBoamiack
aHTUOMOTHKOTEpanus (AMOKCHIIMIUIMH/KIaBYIaHOBAsI KHCIIOTA)
B TEUECHHUE Hezenu 0e3 MOJOKUTENIbHON NuHaMuKHU. B cBsi3um c
IIPOIOJIKAIOLIECHCS JUXOpaIKON JUIsL JAIbHEHNIIIETO
o0cienoBaHus TOCIUTATU3UPOBAH.

W3 anamHe3a W3BECTHO, YTO OKOJIO TOJa Ha3ajJ IEpEHEC
OPBMU co cxoaubpiMu kuHuYeckuMH npossiaeHusamu. C 2010 r.
AT, Tepanust Oucompononom 5 wmr/cyt. PerynspHo mpoxomuT
JIMCTIAHCEPHU3AINIO C BBIMONHEHHEM: Y3M opraHoB OpromrHoi
nonoctd, mnouek, CMAJl, 3XO-KI, XonrepoBckoro
MOHHUTOPHUPOBAHUSI.

IIpyu nocrymneHunm  nmpojoipkan — juxopagute.  lpu
¢uzmdeckom obOcnemoBanuu: pocT 183 cM, Bec 82 «kr,
temneparypa tena 36,9°C, UCC 85 yn/mun, AJ] 136/84 mm
pT.cT. KoXHbIE MOKPOBBI U BUAMMBIE CIHU3UCTHIE HOpMaJIbHOU
OKpackH, BiaxxHocTu. [Ipu ocmorpe muroBuaHas xenesa (LK)
HE YyBEJIMYEHa, MpHU MajblallM YIUIOTHEHA, YyBCTBUTEJIbHA.
[Tepudepuyeckre numdpaTHyecKue Yy37Ibl HE YBEJIWYECHBI H
0e30ome3HeHHbl. OTtexkoB HeT. CycTaBbl CHUMMETPHUYHBI, HE
ne(hOpMUPOBAHEI, 0e300J1e3HEHHBI npu najbHanuu.
[TonBuwxkHOCTh MX HE orpaHuueHa. Koctu mpu MmokoiayuBaHUU
6e300ne3neHnbl. Ilpu  obOcnemoBaHMM  OpraHbl  CEpIEUHO-
COCYAMCTOM, ABIXaTEIbHOM, MHIIEBAPUTEIBHOM, MOYEIOIOBON
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cucteM 0e3  ocobOenHocTed. Ilcmxmueckoe  COCTOSIHUE,
HEBPOJIOTHYECKUI CTATyC HE U3MEHEHBI.

OOcnenoBaH MO  QJIrOPUTMY JUArHOCTHKU  JIMXOPAJKU
HesiIcCHOTO reHe3a. CoXpaHsuicsi BOCHAIUTENbHBIM  CHHIPOM:
yBenmuenne COD (84 MM/4), MOBBIIIEHUE YPOBHA (PUOpUHOTEHA
(7,63 r1/m), C-peaktuBHOrO Oenka (114 wr/m). BeisiBieHa
cMemaHHast (onueBo-, Kene3oaeUIMTHAS aHEMHUsl JIETKOM
CTEIeHU TsKeCTH (reMorsioonH 116 /1., CBIBOPOTOYHOE HKEJIe30
4,5 mxmons/n, (onueBas kucnora 4,21 Hr/mi). OmyxoseBble
MapKephI: CA 19-9, anbda-peronpoTerH,  pakoBo-
SMOPHOHANIBHBI AHTUIeH, MPOCTAT-CHEeUU(PUUECKUA aHTUICH
(oOmuii, cBOOOJHBIN) — B Mpeaenax HOPMaJbHBIX 3HAYEHUM.
[Ipy HeonHOKpaTHOM OaKTepHaLHOM II0CEBE KPOBU POCT
MUKPOQIIOPEI HE BBISBIICH.

[Tpu pentrenorpaduu opranos rpyaHoit knerku; 9XO-KI';
V3U opraHoB OpIONMIHOM TMOJOCTH, TOYEK, HAIMOYCHUHHUKOB,
MOYEBOIO  My3bIps, mnpencrarenbHod  kenespl;  OIIC;
PEKTOCUTMOKOJIOHOCKOITUH MATOJIOTHH HE OOHAPYKEHO.

[Ipu ckpuHuHroBoM ob6cnenoBaHuM Ha 3aboneBanus LK
BBISIBJIEHO CHIDKEHHE YpOBHS TUpeoTpornHoro ropmona (TTT)
(0,06 MkME/mMn), yBenuueHue ypoBHS CBOOOJHOTO TUPOKCHHA
(T4) (3,35 ur/mr), anTUTENa K THPEONIepOKCcHIa3e B HopMe. [Ipu
V3W muToBHIHAsS Kene3a TUIepIuiasupoBaHa (oOumii o0bem
44,6 cM’ mpm HOpME I MyK4MH < 25 CM’), MapeHxuMa
HEOJJHOPO/HA, BACKYJISIpU3aLlUs yMEpEHHasl.

VYuuteiBas ocTpoe Hadano, GeOpuIIbHYIO0 INX0PaIKy, O0IH B
miee, 4yBCTBUTENBbHOCTh mpu nanbnauuu DK, usmenenue
ypoBHsi ropmoHoB II[DK, Obu1 3amomo3peH  MOAOCTPHIMA
tupeonuT. C IUarHOCTUUECKOM Lienbto mpoBeaeH TecT Kpaitns
- Ha3HAYCH MpeAHN30JI0H B 103e 30 Mr/cyT. Yike Ha BTOpOI ICHb
JeYeHUs] OTMEUYEHO YMEHBIICHUE JIMXOPAIKU, HCUE3HOBEHUE
apTpaTHii, JgUCKOMdopTa B IIee, YIyYIIEeHHE OOIIero
camouyBcTBUs. Uepe3 3 1HSA MpPU KOHTPOJBHOM HCCII€OBAaHUU
COD 59 mm/u., C-peaktuBHbIA Ociok 19,5 mr/m. 19.02.14 r.
BBINKCAH NOJ amMOyJaTOpHOEe HAONI0JIEHHE SHAOKPHHOJIOTOM C
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PEKOMEHJALUSAMUA IO  IOCTENEHHOMY  CHMJKEHUIO  JI03Bbl
NPEJHU30JI0Ha, JAMHAMHUYECKOMY Ja0OpaTOPHOMY KOHTPOIIIO
TTT, T3, T4.

Tupeogutr — Bocnanenue K. IlomocTpeiii THpeouaut
(cMH. rpaHyJ€eMaTO3HbIN, I'MTaHTOKJIETOYHbIM, Ae KepBena) —
olHa U3 (OpM THUPEOUIUTA, HPEIMNONOKUTEIBHO BHUPYCHOM
stuosioruu. Pacmpoctpanennocts [IT B oO0mell mnomynsiuu
BApBUPYET B HIMPOKHX Ipenenax u cocrasiser oT 1 no 15%. 1
ciydait IIT npuxomurcs Ha 15-20 ciiydaeB XpOHHMUYECKOTO
ayTOMMMYHHOTO TUpeouauTa. BniepBrie onucan ne KepeHom B
1904 r. IIT game BcTpeuaercs y xeHMH B Bo3pacte 30-50 ner.
Ha cBs3p ¢ BUpycHOH wWHGEKIMEeH yKa3blBaeT IIUTEIbHBIN
IIPOAPOMAJIBHBIN TIEPUOJ, CBSA3b C IIEPEHECEHHOW BHUPYCHOMN
WHQEKIMeH, CE30HHOE YyBEIMYEHHE CIydaeB 3a00JI€BaeMOCTH
(vame oceHb-3uMma). IIpenmonaraembiMu Bo3Oyautensimu 11T
aBIstOTCsT  Adenovirus, BHPYC SIUAEMHYECKOTO MApOTHTA,
Coxsackievirus, ECHO, Influenza, Epstein-Barr u nap. V
6onpHbIX [IT BBIABISETCS TOBBIMICHHBIA THUTP AaHTUTEN K
YKa3aHHbIM BHpycaM. TpaH3UTOpPHOE YBEIWYEHHE THUTpa
AHTUTUPEOUJHBIX AHTUTEN (aHTUTENa K THUPEOINIOOYIHHY,
TUPEONEpPOKCHIa3e U Jp.), BEPOSITHO, HMEET BTOPUYHBIN
xapaktrep Ha ¢one mnopaxenus Tkanu DK, mockombky
HOpMalIU3yeTcsi IMocje akTUBHOM (a3bl 3aboneBanHus. Henbss
UCKJIIOYUTh 3HAYEHHE TIE€HETHUYECKOW IpenpacioioKEeHHOCTH,
o0ycnoBiuBaroIIel MOBBIIIEHHYI0 BocnpuuMuuBocTh LK k
BupycHON MH(ekmuu. Y 6onpHbIX [1T uamie, yeM B mOMyJsun
BoisiBiiieTcst reH HLA-Bw35, HLA-DRS. IlpoapomanbHblii
nepuoa I[IT He uMMeeT XapakTEpHBIX OCOOEHHOCTEH M 4YacTo
tpakTtyercsa kak OPBU nnu JIOP-natonorwus.

XapakTepHa HEOJIHOPOJAHOCTh pacnpocTpaHeHus
nopaxenust Tkauu LK. Yyacrok BocnaneHus, kak IpaBuio,
OTPaHWYEHHBIN U JIoKanu3yercsa B ogHoi u3 nosen DK wim B e€
nepemeiike. HaOmromaercs  uHumnbTpamms Tkanu DK
HelTpoduinamMu, TOMMMOP(HO-IICPHBIMU  JICHKOIIUTAMH |
TMTFaHTCKUMHU KJIETKaMu ¢ oOpa3oBaHMEM IIceBJorpanyiem. B
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MecTe 00pa3oBaHUS TCEBIOTPAHYIEM MPOUCXOAUT pa3pylICHUE
GoIIMKYIIOB, AeCKBaMaIis U HEKPO3 SMUTEIHS, YaCTUYHBIN WU
NOJHBIA  BbIXOX Koutonna. Ilpu sBomonuu 3a0oneBaHUS
npeobnagaer auMdougHas WHUIBTpaAIUsA, Pa3BUBAIOTCA
nponeccel Gubposa. IIpu cTUXaHWM BOCHAIUTENHHOW PEAKIIUU
ructojiornueckas crpykrypa DK dactuuno mnpuobperaer
W3HAYaJIbHYI0 CTPYKTypy. Ilpu HapylleHMM UEJIO0CTHOCTH
dommukynoB ropmossl LIDK Beixomst B kpoBoTOK. M3mMeHeHne
cootHouieHu# koHuentpauuu TTI, T3, T4 3aBucuT oT craauu
3a001€BaHusl 1 aKTUBHOCTH TPOIIECCa.

Xapakrepuble aia [IT cumnTomsl pa3zBuBaroTcs uepes 5-6
HEJeNb TOCIie TICPEHECEHHOW BHUPYCHOW WH(eKiuu (Ttadm. 2).
Brigensitor 4 craguu B pa3sutuu I1T: Tupeorokcuueckas (4-10
Hen.), sytupeouanas (1-3 nHen.), runotupeousnas (ot 2 g0 6
Mec.), Bbizgoposienue. Teuenue IIT moxkeT ObITH OCTpBIM (OT
HECKOJIbKUX Hezenb 10 1-2 mec.), XpoHuueckuM (3-6 mec.) uimu
PELUIUBUPYIOLIHM.

Tabnuia 2. JInarHocTuka nogoCcTporo TUPEOUTUTAY)

e XapaxkrepHas ;i IIT cumnromaruka
AHamHe3 uyepe3 5-6 Heenb nocie NEPEeHECEHHON
UHQPEKIH

e Ce30HHOCTb B TEUCHUH 3a00JIEBaHNUS
(oceHp-3UMa)

Kinnnyeckas kapTuHa e boms B obmactu LK, yennmBaromasics
IIpH TOBOPOTE T'OJIOBEI, TJIOTAHUH, C
BO3MOXHOH Uppaavalyell B yX0, HUKHIOKO
YeI0CTh, 3aThIIOK. OTCcyTCTBHE 00NN HE
HUCKIIIOYACT JUAarHo3.

e Veenuuenue aoau DK, vame
OrpaHMYEeHHOH 00J1acTH, 0OJIE3HEHHOH NPU
najblanuu

o CyOdebpwurer, uHOTIA PeOPHITBHAS
JMXopagKa

o SIBienus YMEPCHHOTO TUPEOTOKCUKO3a Yy
6onee gwem 50 % OOITBHBIX
(pa3opaxuTenbHOCTD, TIOTIUBOCTE,
TMOBBIIIECHUE TEMIIEPATYPHI TEJIa, TaXUKapAU,
YBEINYCHUE ITYJIECOBOTO ,Z[aBJ'ICHI/ISI)
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JlaGopaTtopHbie e [loBeimenue COD o 50-60 (unorma >100
HCCIIeIOBAHUS MM/4)

e  YMepeHHBIH HEHTPODHUILHBIN JICHKOIUTO3
i TUM(pounTo3 (y HEKOTOPBIX OOJIBHBIX)

e HopmoxpomHas HOpMOLIMTapHast aHEMHUS

e [loBbrmennsrit yposens 13, T4,
cHWxeHHbI — TTT

(3aBHCHUT OT cTaauu 3a00JIEBaHMs)

e AHTHTENA K THPEOTTIOOYIHHY B CBIBOPOTKE
(TOTBKO B TIepBbIE HECKOIBKO HEJENb)

WHcTpyMeHTalIbHbBIE e CrouaTHTpadus: CHIKEHUE WIH
HCCIIeI0BaHU orcytcTBue 3axBaTa POII (necTpyKTHBHBII
THPEOTOKCUKO3)

e V3U: yBenuuenue XK, 30Hb1
MTOHWKCHHOW IXOTCHHOCTH

Tect Kpaiina e UYepes 12-48 wacos nmocne HazHaueHns 30-
40 Mr npegHMU30JI0Ha OOIEBON CHHAPOM
KyIIUpYeTCs]

Henamu neuenus IIT sBAsrOTCS: KynmupoBaHHE OOJEBOTO
CHHIPOMA, HOpMaJM3alUsl TEMIEpaTypbl Tela, YCTPaHEHHE
CHUMIITOMOB TUPEOTOKCUKO3a, BOCCTAHOBJICHHE
(YHKIIMOHAIEHOTO COCTOSTHUS DX, HOpMaJu3anus
nabopaTtopubix mokazateneil. Ilpum newenun IIT npumeHsroT
HIIBC, rnokokopTuKOUIbl. B KadecTBe CHMITOMAaTHYECKOH
TEepanuMu MPOSIBICHUH THUPEOTOKCHKO3a (Taxukapaus, Al)
Ha3Ha4arT Oeta-OjokaTopbl. C 3aMECTHUTENHHOM IENBI0 TPH
Pa3BUTHU TUIIOTUPEO03a TIPUMEHSAETCS JIEBOTUPOKCHH.

O6priuno 1T 3akaHUMBAETCS TIOJHBIM BBI3JOPOBICHUEM
gepe3 1,5-2 mecsima. Y psina OOTBHBIX OTMEYAIOT CKIOHHOCTH K
peunauBupoBanuio. Ilpu pa3BUTHUM CTOHMKOrO THIOTHUPEO3a
Heo0X0uMa MOXKU3HEHHAS TePaNusl THPESOUIHBIMI TOPMOHAMH.

K dakropam, 3arpynustommmM auarsoctuky 1T y manHoro
00NBHOTO, MOXXHO OTHECTH TMOJ M Bo3pact OosbHOTro. Ilo
naHHbIM satepaTtypbl, [IT wame BcTpedaeTcss y KEHIUMH
cpenHero Bo3pacra. HemosnHoe coorBercTBue KapTunbl Y3U: y
MalUeHTa OTCYTCTBOBAIM «OOJIaKOBHIHBIE» 30HBI MOHMKEHHOMN
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sxoreHHoctd B Tkamm II[DK. HeoOxogumo  OTMETHUTH
OrpaHu4eHuss BO3MOkHOCTeH Y3UM kak meToda, BO MHOIOM
3aBHCSILErO0 OT OllepaTopa M BO3MOXKHOCTEH BH3yaIu3aluu
HCIIOJb3yeMoro Y 3-ammapara.

K npusHakam, CBUIETENBCTBYIOIIMM B I0JIb3y HAIU4UA Y
oonbHoro IIT otHOCsTCA:

e PasButne  3aboneBaHuss B IepuoJ  Haumbosee
HEONMaronpusATHOW  SMUAEMHUOJIOTHYECKOH  OOCTAaHOBKH IO
pecnupaTopHbIM BUPYCHBIM 3a00J1€BaHUAM;

e Jluxopanka, coorBercTByromas  kpurepusm  JIHI,
yCTOMUMBAs K JICUCHHUIO aHTHOAKTEpUaIbHBIMH IIperapaTamu;

e VYMEpeHHbIE MPOSBICHUS TUPEOTOKCUKO3a: HaJIW4yue
NOTIMBOCTH,  CKIOHHOCTM K  TaXWKApAWM, JIMXOPaJKa,
MIOXYJlaHUE;

e boJIe3HEHHOCTh B 00JIaCTH MEpEAHEN MOBEPXHOCTHU LIEH B
obnactu LK, ycunuBaromasicst npu najbnanuy;

e JlaGopatopHble naHHbIC: (BOCHATUTEIBHBIA CHHIPOM,
HOPMOXpPOMHAasi HOpPMOLIUTAapHasi aHEMUs; CHIKEHHE YPOBHS
TTI" u noseimenue T4;

e [lonoxurenpHelii  Tect  Kpaitns: HOpMaau3anus
TEMIIEpaTyphl Tejaa B TeueHue 48 yacoB, perpecc CHUMIITOMOB,
U3MEHEHUH B J1a0OpaTOpHBIX IOKa3aTeiasXx Ha (oHEe mpuema
IIPETHU30JI0HA.

B mponecce quarHoCTMYECKOro MOMCKA JAaHHBIX 3a ApyTHe
npuanebl JIHIT y OompHoro ©e momydeno. IIpoBoammiachk
TuddepeHranbHas JUarHocTika ¢ 3adoneBanusamu [LDK:

1) KpoBousnusinue B y3en LK. [Ing naHHOro cocrosHUS
XapakTepeH aHaMHe3 Haluuuus y3noBoro oOpaszoBanus DK,
BHE3aITHOE pa3BUTHE OOJHM W pa3BUTHE BUIAMMON IMPHUITyXJIOCTH
Ha TIOBEpXHOCTH IIed Ha (OHE NEPEeHECEeHHOro HMH30/a
¢uznueckoil Harpysku, MOBBIIEHUS YpoBHS AJl, yero He
OTMEYEHO y MPE/ICTaBIEHHOI0 OOJIBHOTO.

2) Octperit TUPEOUJIUT. [Toctenennoe pa3BUTHE
3a00JI€BaHUs, OTCYTCTBHE HYETKHMX JIOKAJIU3YIOIIUX >Kajlod y
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00JIbHOTO, yBENUYEHUS NIepUpepuIecKux JTuM(pOy3I0B, HATUIUS
o4aroB abcienupoBaHus (THOWHBIM THUPEOWAWT) TO JAAHHBIM
V3U, nelikonuTo3a B KIMHUYECKOM aHAJIN3€ KPOBU IO3BOJISIOT
UCKJIFOUUTh JAHHOE COCTOSTHHE B JJAHHOM CIIy4ae.

3) Mckmoyanuch COCTOSIHUE, CIIOCOOHbIE TNPUBOIUTH K
Pa3BUTHIO THUPEOTOKCHKO3a: AUGGY3HBIH TOKCHYECKUH 300,
TUPEOTOKCHYECKass  aJeHOMa, AayTOMMMYHHBIH  THPEOUIHUT.
OtcyTrcTBHE 300a, BBIPAXKEHHBIX SIBICHUH THUPEOTOKCUKO3a,
MOCTENIEHHOCTh ~ pa3BUTUS  3a00JieBaHUS,  COBOKYIIHOCTb
71a00paTOPHO-UHCTPYMEHTAIBHBIX JTAHHBIX, a TaKKe
53¢ (hEeKTUBHOCTh,  MPOBEACHHOTO JIedeHHs ex  juvantibus
MO3BOJIAIOT TOBOPUTH O HAIIMYUM y 601bHOTO I1T.

Jlpyrue BO3MOXHbBIE HPUYHMHBI, CIIOCOOHBIE NPUBOIUTH K
CXO/IHOW KIIMHUYECKOW KapTHHE ((papuHTUT, 330(aruT, OTHTEHI,
JIECHEBBIM HWJIM MapOJOHTAIbHBIM abcieccoM, GUIerMOHbI LIeH),
UCKJTIOYAIMCh Ha aMOYJIaTOPHOM JTarle.

Takum 00pazom, MpUBEIEHHOE KIMHHYECKOE HaOII0JCHHE
JNIEMOHCTPHUPYET, 4TO TpHu obcienoBanuu OonbHoro ¢ JIHI B
CHEKTpe JUArHOCTUUECKUX MPUEMOB HEOOXOIUMO 00s3aTenbHOe
uccienoBanre Qynkmumn XK. Pannass pmarHoctuka [T
MO3BOJISIET CHU3UTh PUCK BO3MOXKHOT'O Iepexoza 3a00IeBaHus B
PELUINBUPYIONIYIO hOpMY.
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BiinsiHue NepBUYHOIO YPECKOKHOT0 KOPOHAPHOTO
BMelIaTeIbCTBA HA MOKAa3aTeJ I KApANOreMOJIMHAMMUKH Y
00JIbHOT0 ¢ MH(APKTOM MHOKAP/IAa U TAKEJIO0H cepAeYHoil

HEJACTATOYHOCTBIO

M.A. Terepuna, 2.I1. M6wura, JI.A. 'opesa,
N.A. Mepaii, B.B. Maiickos

PanHsAa peBacKynspu3alys UMEET KIIOUEBOE 3HAYCHHUE B
nedyeHue cepaeuyHor HenpocrarouHoctw (CH) B pesynbrare
0CTpOro MH(papKTa MHOKap/a, OJHAKO B TEPAIHIO JOJDKHBI OBITH
BKJIIOUEHBl W MHOTPOIHBIE Hpenaparbl. B mocienHee Bpems
HAKaIlJIMBACTCSl  TOJIOKUTEIBHBIM  ONBIT  IPAaKTHYECKOTO
IPUMEHEHUs JIEBOCHUMEHJaHa y OoOJbHBIX C ocTpbiM UM,
OCJIO’)KHEHHBIM KapAMOT€HHBIM IIOKOM, a TaKXKe y IMalUeHTOB C
TUCQYHKIMEH MHOKap/a MOCiIe XUPypPrudecKoro BMENIaTeIbCTBa
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Ha cepaue [4]. B Takux wuccinegoBaHUSX IOKa3aHO, 4YTO
JIEBOCUMEHJIaH HMMEET MPEUMYIIECTBO Iepea T00yTaMHHOM B
KauecTBe MHOTPOMHOM Tepanuu y MALKUEHTOB C KapAUOT€HHBIM
mokoMm [4]. Tak, neBocMMEHAaH MOXKET HMCIIOIb30BaThCS IIOCTIE
YCHEUTHOW peBaCKyJISpU3aLUUA TPU HATUYUH MOCTUIIEMUYECKOMN
TUCHYHKINH, KOoTopas coxpaHsercs HECMOTpS Ha
BOCCTAaHOBJICHUE AMUKAPANATBHOTO KPOBOTOKA.

[Tokazana 3¢(eKTUBHOCTH JICBOCHMEHaHA Y TAIMEHTOB
¢ MM, xoropeiM OBUIO TIPOBEJICHO CPOYHOE UPECKOXKHOE
BMEIIIATEILCTBO HA KOPOHAPHBIX apTepHsix [7].

MBI ¢ ycnexoM MpUMEHSJIM JEBOCUMEHIAH Iociie
YPECKOKHOTO BMEIIATEIhCTBA HAa KOPOHAPHBIX apTEpHil Yy
nmaiueHTa ¢ KpailHe HH3KOM (Qpakuueld BbpIOpOca JIEBOTO
JKEITyI0YKa.

[MTaupent C. 61 roma, MeTpodOr, TOCHUTAIU3UPOBAH
ADKCTPEHHO B CBSA3M C BBIPAKEHHOM OJBIIIKOW 1O CTENEHU
yayuibs. B TedeHwme MHOTMX JIeT CTpajaeT apTepuaIbHOR
runiepronneid. B mapre 2014 r. mepenec MH(apKT MHOKapna,
OCJIOKHUBIIUNCA  Pa3BUTHEM  OCTPOM  JIEBOXKEIYJOUYKOBOU
HepocTaToyHOCTH. @Dpakmus BBIOpOCAa JIGBOTO  KEITyHA0YKa
coctaBmsima 16%. Ilpu koponapoaHruorpaduu  BBISIBICHO
JIBYXCOCYIIUCTOE aTEPOCKIEPOTHUECKOE MOPAKEHHE
KOPOHApHOTO pyclia C XPOHHYECKON OKKIIO3Mel orubaromeit
BETBU U MOTPAHUYHBIM CTEHO30M TEPEIHEH MEXKKETYTOUKOBOU
BeTBU. [loka3zaHuii K YPECKO)KHOMY BMEIIATEIbCTBY Ha
KOPOHApHBIX apTepusix He Obuio. B ampene 2014 r. mepenec
uHGapKT MO3ra, TIOCJI€ KOTOPOrO COCTOSHHUE MOJIHOCTHIO
BOCCTAHOBUJIOCh. B JIeHb BBIMHMCKU W3 cTamuoHapa 18 ampess
2014 r. mosropHO rocnutanusupoBan B OPUT B cBs3u ¢
Hapactatomeit onpimko. C Mapra 2014 roma mMOCTOSIHHO
npuHuMaeT HSHamanpuwin 10 wr/cyt, Meromponon S0Mr/cyT,
CIOHpPOHOJNIAKTOH 25  wmr/cyt, ¢ypocemun 20  wr/cyr,
areTiacanuuuiIoByto kucinory 100 wmr/cyT W KIOMUAOTpen
75mr/cyT.
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IIpn mocrymineHun CoCTOsHHE TsbKenoe. B co3Hanuw,
OpPUEHTUPOBaH. JISKUT ¢ MPUNOAHATHIM U3rojoBbeM. Macca Tena
78 xr, poct 174 cm. Temmeparypa Ttena 36,6°C. Koxuble
MOKPOBBl U BHUIMMBIE CIM3UCTBIE O00JIOUKH OJIETHOM OKpacKH,
uaHo3 ry0. OTeku HWKHUX KoHeuHocTel. YacToThl apixanus 30
B MUHYTY. JIpIXaHHE JKECTKOe, OcIabIeHO B HMKHHUX OTIENaX C
o0eux  CTOpOH, TaM K€  BBICIYUIMBAIOTCA  BJIAXKHBIC
MEJIKOMY3bIpyaThie XpuIibl. [lyJabc CHMMETpUYHBINA, PUTMUYHBIMH,
YAOBJIETBOPUTEIILHOTO  HamoJiHeHus.  Yacrora  cepaedHbIX
cokpamienuii 80 B munyty. AJl 180/90 mm pt. ct. ToHBI cepama
rnyxue, I u Il TOH coxpaHeHbl, CUCTOIMYECKHM LIYyM BO BCEX
TouKax. ['paHuIlpl cepaua pacivpeHsl BIeBo Ha 1,5 cMm. XKuBot
IpY NaJblaluu MArKui, 6e3001e3HeHHbIA. Pa3Mepsl neuenu mo
KypnoBy 12-10-10 cm. Cene3eHka He NaabIUPyeETCs.

BrIsiBiieHO MOBBIIEHHE YPOBHS TpornoHUHA 110 0,75 Hr/Mia
(mopma 1o 0,02 mr/mi), NT-proBNP no 12650 nr/mu (Hopma 1o
125 nr/mm), QyHKUMS TOYEK HE HapylieHa (CHIBOPOTOYHBIN
YpOBEHb KpeaTWHWHa 89 MKMOJB/JI, CKOPOCTh KIIyOOYKOBOM
¢bunbrparuu 80 mun/mun/1,73 M2).

Ha OKI" putm cuHycOBBIH, OJ10Kaaa JEBOM HOXKKH ITy4YKa
I'mca. Ilpm »sxokapauorpaduu ¢pakuus BbIOpoca JIEBOTO
xenyaouka 16%, akuHe3us! IeperopoAoYHbIX, 3aJHUX U HUKHUX
cermeHTOB JIK, BBISIBJICHBI pacIIUpeHUE BCEX IMOJIOCTEH cepala,
JIETOYHAasl TUIEepPTeH3Us (CUCTOIMYECKOE JaBJIEHUE B JIETOYHOU
aptepuu 43 MM PT. CT.), BbIp@XKEHHAs! MUTpaJibHasl perypruTanus,
TPUKYyCHIHIadbHAast perypruTanusi. PenTtrenonoruuecku
ONpeNiesUTUCh  MPHU3HAKK  3aCTOSl KPOBM B MajloOM Kpyre
KpoBooOpamienus.  [Ipu  ynpTpa3ByKOBOM  HCCIEIOBaHUU
NpU3HAKU TpoMO03a BEH HIKHUX KOHEYHOCTEH OTCYTCTBOBAJIN.

[IpoBogmiack nBoitHast aHTUTpOMOOLMTAapHAs Tepanus
(auermncanuiuuioBast kucinora 100 mr/cyt + kmomnmporpen 75
MT/CyT), AaHTUKOAryJisHTHas Tepanus (doHmanmapuHyke 2,5
MT/CYT), Tepamus CepACYHON HEJOCTaTOUYHOCTH (MHTUOUTOPHI
AllD, b-anpeHoOIoKaTopHI, HEeTJIEBbIE MY PETHKH,
CIMPOHOJIAKTOH).
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20 anmpens 2014r. mnepeBeneH B KapAUOJIOTHYECKOE
OTIEelCHHE. Y4uThIBasg Hanuuue MnosTopHOro MM, cHumkeHue
¢pakuum  BbIOpoca  JIEBOTO  JKEIyZO4ka  JI0 16%,
PELUIUBUPYIOLIY O OCTPYIO JIEKOMITIEHCAITUIO XCH,
HEO(PPEKTUBHOCTh ~ MEIUKAMEHTO3HOW  Tepamnuud  MPHHATO
pelieHre O TNPOBEIECHUM YPECKOKHOIO BMEIIATENbCTBA Ha
KOPOHAPHBIX apTEePHSX.

28 ampens 2014 r. mocie KopoHapHOW aHTHOrpaduu
BBITIOJIHEHO CTEHTUPOBAHUE 3aHEH MEXOKEIYI09KOBOM BETBH OT
orubaromeil BETBU W TPSMOE CTEHTHPOBAHUE TEpPEIHEH Mexk-
KemyaoukoBo BerBu. 29 anpens 2014 r. B ycmoBusix OPUT
npoBoAmwiack WHQPY3us neBocuMmeHgaHa 1mo 0,1 MKr/Kr/MuH B
TeueHue 24 4acos.

30 ampenss 2014r. manueHT MEpeBEAECH B OT/ICIICHUE,
KJIMHUYECKU OTMEYaJINCh 3HAYUTENIbHOE YMEHBLICHUE
KJIMHIYECKUX CUMIITOMOB HEJJOCTATOYHOCTH KPOBOOOpAIIECHHS, B
TOM YHCJIE€ OTEYHOTO CHHAPOMA M OJBIIIKH, U YBEJIWYECHUE
MEPEHOCUMOCTH (U3MYECKON Harpy3ku (Mor mpoiau g0 300
metpoB). Ilpu sxoxapauorpaduu ¢pakius BbIOpoca IJE€BOTO
JKenynouka yBenudwiach a0 28%. Ypoenb NT-proBNP
cumswiIcs 1o 4328 or/mi. 6 mas 2014 r. mauueHT BBINKUCAH.

VYuuteiBass He#aBHO nepeHeceHHbl M, B naHHOM
cllydyae BBEJCHHE JIEBOCHMEHJaHa ObUIO Oosiee OIpaBIaHHbBIM,
4eM MPUMEHEHHWE IPYTUX HHOTPOIIHBIX IPEnapaToB, TaKk Kak B
PaHIOMHU3UPOBAHHOM, JIBOMHOM CJIETIOM, iane6o-
KOHTPOJIUPYEMOM  KiMHU4eckoM uccienoBanun RUSSLAN,
KOTOpoe mpoBoawiock B Poccunm u Jpyrux cTpaHax, ObLIH
nokazaHbl  A3()QPEKTUBHOCTH U 0OE30MaCHOCTh  6-4acOBOML
BHYTPUBEHHOM HWH(Y3UHM JIeBOCUMEHJaHAa y OOJBHBIX C
JIEBOKEIIYJOUKOBOM HenocTtatouyHocThio nociie M. Hapsny c
CUMIITOMAaTUYECKUM YIyUIIeHuEeM ObLJI0O OTMEYEHO YMEHbIIEHUE
o0mieit cMepTHOCTH OOJBHBIX, KOTOPOE HAOIIOAAIOCh 4yepe3 2
HeleIM M COXPaHJIOCh B TE€YEHHE KAaK MHHUMYM 6 MecsIeB
nocie Hayajga JedeHus. 24-vacoBas uH(Qy3us mnpenapara
NOPUBOAMIA K YIYYLIEHHIO T€MOAMHAMHUKH M Iperynpexiana

174

174



MIOBTOpPHBIE STH30/1bI JIeKOMITEHCALIUU CepIeUHOM
HEI0CTaTOYHOCTH. J[OCTOBEPHBIX pa3iIM4YUil 4acTOThl MOOOYHBIX
3pdexToB BO Bpemss HH(DY3uM y OONBHBIX, IOJYYaBIIUX
JIEBOCUMEHJIaH WM Ianebo, He Obuto. B rpymme rmurame6o
JIOCTOBEPHO 4allleé BO3HUKAJ Pa3pblB Muokapnaa (4 u 1 ciyuyas,
cootBeTcTBeHHO, p=0,027), a Ipu BBEACHHWH JICBOCUMEHIaHA B
caMoOi BBICOKOHM J103¢ HECKOJIBKO HYallle BCTpEeYaslaCh CHHYCOBas
taxukapaus [3].

B  wmuoromentpoBoe  wucciemoBanune LIDO  Obuin
BKitoueHsl 203 mamuenta ¢ xponumueckod CH III u IV
(GyHKIMOHAIBHOTO Kjacca W (paknueid BblOpoca JIeBOToO
xemymouka — <35%,  KOTOPBIM  TPOBOMWIM  HHQY3HUIO
JEBOCUMEHJIaHa WM J0OyTaMHUHA. YBEJIMYEHUE CEpAECYHOIo
BbIOpoca Oonee yem Ha 30% u cHmwkenue J[3JIA Gonee uem Ha
25% B rpynmne jneBOCHMEHAaHa HaOJI0adM JIOCTOBEPHO 4allle,
yem B rpynne pgo0yramuHa (28 u 15%, COOTBETCTBEHHO;
p=0,022). Ilo cpaBHeHHIO C A00YyTaMHUHOM JIEBOCUMEHAAH
OKa3bIBal Oonee BBIPAKEHHOE THITIOTEH3UBHOE "
BazoAmiatupytomiee  aeiicreue. Ilpm  ero  mpuMeHeHUM
OoTMeYajach TEHACHIUS K OoJjiee BBIPAKEHHOMY YMEHBIICHHIO
OJIBIIKK M YCTaJOCTH y OonbHBIX XpoHHueckoi CH. B stom
UCCIICIOBAaHNH  OBLJIO  TOKa3aHO  SIBHOE  IPEUMYIIECTBO
KOMOMHAIMKU b-aApeHOOJIOKAaTOPOB M JIEBOCUMEHJaHa Mepen
KoMOWHanme  b-aapenoOnokaropa ¢ goOyrammHOM. Y
NAalMEeHTOB, IMOJy-YaBUIMX COMYTCTBYIOUIYIO Tepamuio b-
aZipeHo0I0KaTOPOM, reMOoJMHaMH4YECKHe 3P PeKTHI
JE€BOCUMEHJIaHa YCHUJIMBAJIUCh, B TO BpeMs Kak JeicTBue
no0yTamMuHa, HA000pOT, yXyamanoch [8]. DTa nmaHHBIE Takxke
OIpaB/bIBAIOT BbIOOp JICBOCUMEHJAHA Yy HAIlEero MalueHTa,
YUWTBIBAsL JUIMTENBHBIA TpueM b-aapeHoOI0OKaTOpOB emie Ha
amMOyJIaTOPHOM 3Tare.

Pesynprarsl ananuza uccnenoanuss SURVIVE nokazanu
JIOTIOJTHUTEIbHBIE MOJIOXKUTENIbHBIE 3 (EKTh JIEBOCUMEHJaHa Ha
BbDKMBaeMocTh  OonmpHBIX ¢ CH, npunumaBmux  b-
aZipeHoOJIOKaTOpEl 10 pPa3BUTUSA  JeKOMIeHcanuu. B
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nccinenoBaunu SURVIVE orennBanu BiausHHE JIEBOCHMEHIaHA
Ha O0mIyr0 cMepTHOCTh OonbHBIX ¢ ocTpoir CH. B teuenne 180

JTHEH nocie uH)y3Un HCCIIEYEMOr0 npemnapara
3apeructpupoBanu 173 (26,1%) netanbHBIX HCXOla B TpYIINe
neBocuMmeHgaHa u 185 (27,9%) — B rpymme pobyramuHa

(otHOcuTenbHBIN puck = 0,91, 95%, noBeputenbHBIA UHTEPBAI
0,74-1,13). Takum o0Opa3om, pa3HULa OOIIEH CMEPTHOCTH MEXTY
JBYyMsl TPYINIIaMH HE JOCTHIVIA CTaTUCTUYECKOM 3HAYUMOCTH
(p=0,401). Ilpm ananmu3e BTOPUYHBIX KOHEYHBIX TOYEK
JIOCTOBEPHOM  pa3HUIBl O0med U  CepAedHO-COCYIUCTOM
CMEpPTHOCTM B TeueHue 31 1OHA OT Hayala BBEICHUSA
JIEKapCTBEHHOI'O CPEeACTBA WK 00IIel cMepTHOCTH B TeueHue 90
JHEN Taxke He BbIABWIM. OIOHAKO CHMKEHHE KOHILIEHTPALMH
HAaTPpUMYpPETUYECKOro Ientuaa H  ero  N-TepMHHAJIBHOIO
¢parmenta B minazme ueped 24, 72 u 120 u Owbuio Oomee
3HAYUTENIbHBIM B TpyMIe JeBOocHMMeHJaHa. B obeux rpymnmax
HaOJIIOan yMEHBIIEHHE OJBIIIKKM B TeueHHe 24 dYacoB IO
CpPaBHEHHUIO C MCXOAHBIMH 3HaueHUsMU [9]. YV oOciemoBaHHOTO
MAIUMEHTAa OJBIIIKA TAaK)KE 3HAUYNUTEIBHO YMEHBIIMIIACH IOCIE
BBEJICHUS JI€BOCUMEHJaHa, a ypoBeHb NT-proBNP cHuzmics c
12650 mo 4328 nr/min. bonee BhIpakeHHOE M MPOJOJKUTEIBHOE
YIIy4IIeHHe CHUCTOJIMYECKOH (YHKIMU JIEBOTO KENyIodYka u
3HauuTenpHoe cHUkeHue ypoBHsS NT-proBNP npu BBeaeHun
JIEBOCUMEH/IaHa 110 CPABHEHUIO C 100yTaMHUHOM OBbLIO OTMEUYEHO
HamMu paHee y 60 OOJBHBIX C OCTpOH JeKoMIleHcauuein
cepaeuHoi HegocrarouHoctu [10].

R.Maharaj u V.Metaxa [11] mpoBenu merta-anamusz 17
UCCIIEIOBAaHUM JIeBOCUMEHaHa y 729 OOJbHBIX, KOTOPHIM
IIPOBOAWJIACH  PEBACKyJisApu3alus  MHOKapha. B rpymme
JIEBOCUMEH/IaHA BBISBUJIM JIOCTOBEPHOE CHM)KEHHE CMEPTHOCTHU
II0CJIE BMEIIATEILCTB HA KOPOHAPHBIX aApTEPUAX IO
CpaBHEHMIO C KoOHTpojeMm (oTHouenue maHcoB 0,40; 95%
noseputenbHbli  uHTepBan  0,21-0,76).  Kpome  ToroO,
JEBOCUMEHJIAaH  OKa3blBal  OJarompusTHOE  BIMSHHME  Ha
CepJIeUHbI MHIEKC, IIUTEIbHOCTh NPEObIBAaHUS B OTIEIECHUHU
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MHTCHCUBHOW TEepanmuy, 4acToTy (GUOPWIALUN TNpeacepauil u
YPOBEHb TPOIOHUHA .

JlaHHO€ KJIMHUYECKOe HaOJII0JCHHE MTOKA3bIBAET BBICOKYIO
3 PEKTUBHOCTh MPUMEHEHMsI JEBOCUMEHJaHa MOCJE YCIEHIHOM
peBacKyJiIpuU3alMl  KOPOHAapHBIX  aprepuil. JleBocumeHaaH

SIBJISICTCS npenapaToM BBIOOpA y OOJIbHBIX c
nexomneHcupoBanHod CH, Hykaarommxcs B HMHOTPOIHOU
MO/IJICPKKE. HaubGonee yOeTuTebHO 3¢ pexTUBHOCTH

JEeBOCHMEHJIaHa JoKa3zaHa y OombHeIXx ¢ WM wu ocrtpoi
nexomrieHcrpoBaHHOW CH ¢ BBICOKMM JaBlICHHEM HAIOJTHEHUS
JDK, mnpu3HakamMu 3acTos KpPOBHM, CHIDKEHHEM CEpAECYHOIO
BbIOpOCca M MepudepruvIeckoil Ba30KOHCTPUKIMEH. Y TalueHTOB,
OpUHUMAaBIIUX b-agpeHoOnokaTopsl A0 AekommneHcauuu CH,
JIeBOCUMEHIaH 110 3()(heKTUBHOCTH MPEBOCXOIII 100yTamMuH [9].
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Hayuynoe usoanue

BHYTPEHHSASA MEJIULINHA
B KNIMHUYECKUX
HABJIOAEHUAX

Bbinyck 13

W3nanne moAroTOBICHO B aBTOPCKOU peIaKITnu
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