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Pecbepart. BeedeHue. [Npobrnema gucnnasmm CoeaMHNTENbHOM TKaHW CTaHOBUTCS BCce Bonee akTyanbHoW B CBA3W ee
BbICOKOW PacnpoCTpaHeHHOCTbI0. CUCTEMHbIV XapaKTep NOpaXxeHUs, pasnmMyHas cTeneHb BbIpaXeHHOCTU UBMEHEHWN B
CTPYKTYPE XKMBbIX TKAHEW BNEKYT 3a COOON cepbe3Hble NOCNEACTBUS, YTO 0OYCNOBMMBAET LUMPOKYHO PAaCNpOCTPaHEHHOCTb
npobrembl AMCnnasun COeaUHUTENBHON TKaHW ANs MHOXeCcTBa obnacten MeauuuHbl, B TOM Y1cne Ans cocyancTomn
xvpyprun. O6bEKTOM BHUMaHUS AaHHOW paboTbl cTanu 6onbHble, cCTpagarLlme nocTTpombocdnedutmnyeckon Gones-
HbIO C Pa3NNYHOW CTENEHBLIO BbIPaXXEHHOCTU ANCNasum COEAUHUTENBHON TkaHW. Ljenb uccriedo8aHusi — yCTaHOBUTD
B3aVMOCBSA3b MEXAY TSXKECTbIO TEYEeHMS NoCTTpomMbodneduTnyeckorn 60ne3Hn, Ka4ecTBOM XN3HM NaLMEHTOB U Bbl-
PaXXEHHOCTbIO NMPU3HAKOB AUCMIA3MN COEAUHUTENbHOW TkaHu. Mamepuan u MemoOsl. ViccnenoBaHbl pesynbraThl
neyveHus 74 naumMeHToB C NOCTTPOMBOMNEOUTMHECKON BONE3HBI0 C PasNNYHbIMK KNuHUYeckumu opmamm. OueHka
PEHOTUMMYECKNX NPU3HAKOB AMCNNA3MN COEANHUTENBHON TKaHW Npounssoaunack no wkane J1.H. A66akymosown. [ns
OLIEHKM Ka4yeCTBa XM3HUM Obin ncnonb3oBaH BeHocneunduyeckuii onpocHuk CIVIQ-20. Pesynbmambi u ux obcyxde-
Hue. bbinu BblgeneHbl 4 rpynnbl naumeHToB. B 1-10 rpynny BOLWAM NauMeHTbl, y KOTOPbIX HE Obiflo 06HapyxeHo deHo-
TUMUYECKMX NPU3HAKOB Ancnnasum (6 YenoBek), 2-a rpynna cocTosna U3 NaumeHToB C HE3HAYUTENBHO BbIPaXKEHHOW
ancnnasunen coeguHnTensHom TkaHu (12 yenosek), B 3-10 rpynny BOLUMW NaLMEHTbI C yMEPEHHO BblpaXXEHHOW Ancnna-
3ueint (25 Yenosek), B 4-10 — NaUMEHTbI C Txenon avcnnasven (31 yenosek). MNpu obLiemM ocMoTpe NauneHToB 13 2-i
rpynnbl Obiny BbiSBREHbI (DEHOTUNNYECKNE NPU3HAKM AUCNNAa3uy COEAUHUTENBHON TKaHW B BUAE MarnblX aHOManun u
BPOXAEHHbIX NMOPOKOB pa3BuTus. Becero BoigBneHo 312 npusHakoB. OTMeYanock, YTo BCe NaumeHTbl 1-1 rpynnbl He
NMEnu KNUHUYECKNX NPOSIBIIEHNN, @ BCe NaLMEHTbl C BEHO3HbIMU TPOhUYECKMMIN S3BaMUN UMENW TSXKENYo ANCNNasuno
COeAVHUTENBHOW TKaHW. BbiNo yCTaHOBMEHO, YTO KAYeCTBO XXM3HM NpY NOCTTpoMbodnedbutnyeckon 6onesHn Haxo-
ANTCA B NPSIMOW KOPPENSILMN C BbIPAXXEHHOCTbIO AMCMNa3nn COEAUHUTENBHON TkaHW. Bbi8oOdbl. YCTaHOBMNEHO, YTO
CYyLLECTBYET SIBHas 3aBUCUMOCTb MEXAY CTEMNEHbI BbIPaXXEHHOCTM AUCMNA3UN COeANHUTENBHOW TKaHW, Ka4eCcTBOM
XM3HU 1 CTENEHbIO TAXKECTN NoCTTpoMbodnebuTnyeckon 6onesHun.

Knrouyeesnlie criosa: noctrpoMmbodrnedbutnyeckas 6onesHb, AMCMNasnsa COeANHUTENBHON TKaHW, COCYANCTas XMPYprus,
KINVHWYeCKU cryvan, nevebHas TakTuka.
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Abstract. Introduction. Connective tissue dysplasia is becoming more and more urgent due to its high prevalence.
The systemic character of the lesion, different degrees of the changes in the structure of living tissues entail serious
consequences, which determines a wide spread of the problem of connective tissue dysplasia for multiple fields of
medicine, including vascular surgery. The patients suffering from post-thrombotic disease with various degrees of
connective tissue dysplasia were the object of attention of the present work. Aim. The aim of the study was to establish
the relationship between the severity of the course of post thrombotic disease, patients’ quality of life and the severity
of the signs of connective tissue dysplasia. Material and methods. The outcomes of the treatment of 74 patients with
different clinical forms of post thrombotic disease were studied. Phenotypic signs of connective tissue dysplasia were
assessed using the L.N. Abbakumova scale. The vein-specific CIVIQ-20 questionnaire was used to assess the quality
of life. Results and discussion. Four groups of patients were distinguished. The first group consisted of patients with
no phenotypic signs of dysplasia (6 people). The second group consisted of patients with mildly expressed connective
tissue dysplasia (12 people), the third group consisted of patients with moderately expressed dysplasia (25 people),
and the fourth group consisted of patients with severe dysplasia (31 people). General examination of patients in the
second group revealed the phenotypic signs of connective tissue dysplasia in the form of minor anomalies and congenital
malformations. A total of 312 signs were detected. It was noted that all the patients of the first group had no clinical
manifestations and all the patients with venous trophic ulcers had severe connective tissue dysplasia. It was found that
the quality of life in post thrombotic disease was in direct correlation with the severity of connective tissue dysplasia.
Conclusion. It has been established that there is a pronounced correlation between the degree of connective tissue
dysplasia expression, quality of life and severity of post thrombotic disease.
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©onesHn, Ka4eCTBOM >KU3HM NALMEHTOB U Bblpa>XeHHO-

B BeAeHue. [ucnnasus CoeanHUTENIbHON TKaHN —
CTbO MPU3HAKOB AMCMa3nM COeaNHUTENBbHOWN TKaHW.

3TO reHeTU4Yeckn OeTepMUHUPOBAHHOE Mpo-

rpeccupytoLLiee COCTOsIHNE, KOTOPOE XapaKTepuayeTcs
NOBPEXAEHNEM BOJTOKHUCTBIX CTPYKTYP Y OCHOBHOIO
BELLECTBA COEANHUTENBHOWN TKaHW, BCreacTBue 3Toro
HapyLlatTcs npouecchl hopMoobpasoBaHns OpraHoB
N CUCTEM.

[aHHas naTonorusi ABnsieTcs akTyanbHON npobne-
MOV COBPEMEHHOro obLlecTBa M LOCTAaTOMHO 4YacTo
BcTpevaetcs B Poccun. CooTHOWwEHNE 300pPOBbIX
nogen K nuuam, cTpagaroLlmx amcnnasmen coeamHu-
TENbHOW TKaHW, cocTaensieT okono 1:5, 8,5% B BbIbOpke
13 400 yenosek [1, 2].

MocTtTpombodnedbutruyeckas 6onesHb — 370 ofHa
13 OpM XPOHUYECKOWN BEHO3HOW HEeLoCTaTOYHOCTU
HWXKHUX KOHEYHOCTEN, KOoTopas 4alle BCero nmeet
O0CTaTo4YHO TaXKenoe TeveHne. Cpeau Bcex NnaTtonorum
BEHO3HOW CMCTEMbI JaHHOE 3aboneBaHne BCTpevaeTcs
B 28% cny4aes. NoctTpombodnebutnyeckas 6onesHb
pa3BMBaETCA BCNeACTBME NMEPEHECEHHOTNO OCTPOro
Tpombo3a rny0boKnx BeH, KOTOPLIN HE U3NeYnBaeTcs y
85-95% 6onbHbIx [1, 3]. Bonee yem y 80% nauuneHToB,
bonetowmx cebilwe 10 net ot Havyana 3aboneBaHus,
pa3BMBaoTCs TPOPUYECKNE UBMEHEHNS TKAHEN N SI3BbI,
KOTOpble NPUBOSAT K UHBANMUAHOCTH.

Lenb uccnedoeaHusi — yCTaHOBUTb B3aMMOCBSI3b
MeXay TSHKECTbIO TeYeHUst NoCcTTpombodnednTnyeckon
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Matepuan 1 metoabl. Hamn 6binu muccnepo-
BaHbl pe3ynbTaTbl fledeHns 74 nauMeHToB C MOCT-
TpoMmbodgnebutnyeckon 60nesHb0 C pasnnUYHbIMU
KNUHMYeckummn gopmamu. Kputepum BKIHOYEHUS
B uccnenoBaHus: TpomMb603 rnyboknx BeH HUMXKHUX
KOHEeYHOCTen B aHamHe3e (He nosgHee 5 nmeT oT
Hayana muccneposaHus). Kputepum ucknoveHns na
nccnenoBaHusa: Tskenas komopbuaHas naTonorus,
XpoHuyeckne 3aboneBaHns B cTagumn geKomrneHca-
LMK, XpOHMYeckasn apTepmarnbHas HeJoCTaTO4HOCTb
HUXHUX KOHEYHOCTEN, MPUEM rOpMOHarbHbIX Npena-
paToB, 6epeMeHHOCTb, UHEKLINN KOXM 1 MOOKOXKHOMN
KIeT4YaTKN HUXKHUX KOHEYHOCTEN.

OueHka (heHOTUNNYECKUX NMPU3HAKOB OMCMNIIasnum
coeaVHUTENBHOW TKaHW NpouM3BoAMIiach Mo Likane
JI.H. A66akymoBoli. OTa wWwkKkana BKM4YaeT B cebs
40 npusHakos [2].

[nsa oueHKM KayecTBa XU3HWM OblN MCMOMb30BaH
BeHocneundunyecknn onpocHuk CIVIQ-20. OH co-
cTonT 13 20 BOMPOCOB, KaXabli BOMPOC OLIEHNBAETCS
oT 1 go 5 6annos. OnpocHuK BKtovaeT B cebsa Gone-
BOWN, (pU3NYECKMIA, NCUXOSTOMMYECKUI U COLMArbHbIN
dakTopbl. Cymma 6annoe oLeHMBaEeTCs Mo LKane ot
20 (makcumanbHO BbICOKOE KayecTBO u3Hu) go 100
(MakcMmanbHO HU3KOE KavyeCTBO XMU3HN).
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Pe3ynbraTthbl n ux obecyxaeHue. B xoge nccneno-
BaHWUS Mbl BblAENWK 4 rpynnbl nauueHToB. B 1-i rpynne
6b1n10 6 nauneHToB 6e3 heHOTUNMYECKMX NPU3HAKOB
avcnnasmn, Bo 2- — 12 naumeHToB C HE3HAYUTENbHO
BblpaXkeHHOW aucnnasven, B 3-n — 25 naumeHToB C
YMEPEHHO BbIpaXXeHHOW 1 B 4-1i rpynne — 31 nauneHT
C TsbKenow gucnnasuen.

Mpn ocmoTpe nauMeHTOB U3 2-i rpynmnbl ObinK
oOHapy)XeHbl NpU3Hakn Aucnnasum CoeauHUTENbHOM
TKaHW B BUAE MarblX aHOMaruii 1 BpOXXOEHHbIX MOPOKOB
pa3BuTus. Beero BoigBneHo 312 npuaHakos. Hanbonee
YacTo BCTpeYanuch Takme Npu3Hakm Co CTOPOHbI KOCT-
HO-CYCTaBHOW CUCTEMbI: CKOIMO3 Pa3fnNYHOM CTENEHN Y
31 naumeHTa, nnockoctonve y 19 naumeHToB, rmnepmo-
OMNbHOCTL CyCTaBOB Y 6 NALMEHTOB; CO CTOPOHbI KOXM
N ee NpuAaaTKoB: NpupocLuas Modka y 14 naumeHToB,
rMNepanacTMYHOCTb KOXN Yy 13 NauneHTOoB, rPbiKn U
CMNaHXHOMNTO3 Yy 8 MauMeHTOB; CO CTOPOHblI OPraHoOB
3peHunsa:; Mmmonus y 32 nauueHToB; CO CTOPOHbI cep-
OEe4YHO-COCYANCTOW CUCTEMBbI: Nponanc MUTParbHOro
KnanaHa y 7 naumMeHToB.

OTmeuanock, 4To BCe nauueHTbl 1-i rpynnbl He
UMENN KIMHUYECKMX MPOSIBIIEHUIA, @ BCE NaUUEHTbI C
BEHO3HbIMU TPOUHECKMMU S3BAMN UMENUN TSHKENYHO
ONCNNasnio COEAMHUTENBHOM TKaHM.

3aBUCMMOCTb KayecTBa >XW3HW OT BblPaXKEHHOCTU
ancnnasum CoeauHUTENbHOW TKaHW OLleHMBanu ¢ no-
moLLbto onpocHuka CIVIQ-20. B pesynsrate Obina Bbl-
sIBieHa crneayoLLas 3aBMCUMOCTb: YEM BbiLLE CTEMEHb
TSKECTV UCNNasmm COegUHNTENBHON TKaHW, TeEM XyXe
Ka4yeCTBO XXM3HW NaLMEHTOB. Takum o6pasom, Ka4ecTBo
WU3HM NpKU NocTTpoMbodnebutnyeckon 6onesHn Ha-
XOOUTCS B NPSAMOW KOPPENALMN C BblPaXXEHHOCTbIO
Ancnnasvy CoOeguHUTENbHOM TKaHW.

Ha6nrwodeHue u3 npakmuku. MauyneHTt H., 1968
roga poxgeHusd, 25.11.2020 noctynun B peBmaTono-
rmyeckoe otaerneHue c xanobamm Ha 6onu B NeBom
KONeHHOM cycTaBe npu xoabbe, Npu onope Ha feByto
HWKHIOK KOHeYHocTb. OueHka 6onu no BM3yasribHOM
aHanorosou wkare coctasuna 30—40 mm. MNMpunyxnocTtb
NEeBOro KOMIEHHOrO CycTaBa, OrpaHNYeHne ABMKEHUS B
HeM. YTPEHHSIsi CKOBaHHOCTb He BecnokouT. B gpyrux
cyctaBax 6onu He 6ecnokoaT. OTeKM Ha HKHUX KOHEY-
HOCTSIX — HE3aBMCMMO OT BPEMEHU CYTOK. BbiCbinaHmn
Ha KoXke HeT. PoToceHcnbunmnsaumm He otMmedaet. Ycu-
neHnst BbinageHnst BONoc He oTMmeyvaeT. OabILKN HET.
CHuxeHune cnyxa. AnnNetTuT coxpaHeH. Bec — noxygen
Ha 2 kr (68,5 kr).

MpuHMMaeT npegHWU3onoH 5 Mr no 2 Tabn. yTpom,
aHananpun 5—10 mMr yTpom, aueTuncanuumnnoByto Knc-
noty (ACK) B TabneTtkax, HO HEMOCTOSIHHO.

[aHHbIA naumMeHT ¢ getcTBa 6oneeT BapMKO3HOM
6one3HbI0 HMXKHUX KOHeYHoCTen. B 16 neT BnepBble no-
SBUMCS COCYANCTbIN PUCYHOK Ha HUXKHMX KOHEYHOCTSX B
BME BapMKO3HO PaCLUMPEHHbIX BEH MO CErMEHTApPHOMY
Tmny (TeneaHrnoaktasum). Ctano yxyawarbCs 3peHue,
muonus. C rogamy Bapuko3 nporpeccupoBan B 6ac-
celiHe bornbLUIOKM U Marnow NogKOXHbIX BEH, MOSABUIUCH
60onun B KOHEYHOCTAX. HecocToATeNbHOCTL KnanaHHOro
annaparta cepaua. C getcrea nMmenach naronormyeckas
NMOABWKHOCTb B JTIOKTEBbLIX CyCTaBax.

CuunTaet cebs 6orbHbIM ¢ ceHTabps 2000 r., koraa
ocTpo 3abonen nocne MHCOMALUN C NOBLILLIEHNEM TEM-
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nepatypbl 4o 40°C, oTMe4an cnyTaHHOCTb CO3HaHUA U
BbICbINaHUA Ha Koxe. bbin rocnutanvanpoBaH B UH(EK-
LMOHHY0 B6OMbHULY C NOAO3PEHNEM HA remopparnye-
CKYt0 MXopagKy ¢ noyeyHbiMm cuHgpomom (MMNC), rae
npoxoaun nedveHune ¢ 15.09.2000 . no 06.10.2000 r. Mpwu
o6cnenoBaHny ObINO BbISIBIEHO M3MEHEHME B aHanNmn3e
Mo4M (NOBbILLEHNE KpeaTUHUHA). Ha peHTreHorpadum
OpraHoB rpyaAHON KINEeTKU — oyaroBasi TEBOCTOPOHHSAS
HWXKHeaoneBasi NHEBMOHUS, MONOXUTENbHAsS peakums
BaccepmaHa. MNMonyyan aHTubakTepuanbHylo Tepa-
nuto. Ha doHe neyeHns oTMeYanucb KnMHU4eckue u
nabopaTopHble yny4leHus. BbinucaH ¢ gMarHosom:
[TNC, TunnyHaa dopma cpegHelr CTeneHn TSHKECTU.
OcTpas NeBOCTOPOHHSAS MHEBMOHWS, HUWKHEAONEBas.
[bixaTenbHasa HegocTaTouHOCTL O CTENEHN.

B nekabpe 2003 r. nocTynun B XMpypruyeckoe oT-
AeneHune, roe 6bin NocTaBneH guarHos: TpoMoéodneduT
rnybOKMX BEH MPaBOW FONEHN, C YIYULLIEHNEM.

BnepBble obpaTuncs Kk peemartonory B anpene
2006 r.: AaHHbIX O CUCTEMHOW naTonorun He 6bino. B
mae 2006 r. y naumeHTa Bnepsble NOsiBUNUCL TPou-
yeckue s13Bbl Ha F1E€BOW rofieHun, npoLlen fevyeHve B
OTAENEeHNN CepaevHO-COCYaNUCTON XUPYPrun: peono-
TATIIOKMH, dpakcunapuH, Kypc aHTMOUOTUKOB, rena-
PUH, BHyTpuapTepuansHoe BnueaHue Beccen [ys O,
BasonpacTtaH. AddekTa oT neveHus He 6bino. C koHua
2006 r. nosBunuck 6051 B KONEHHbIX CycTaBax, NsCTHO-
hanaHroBbix CycTaBax KUCTEW, Ha3Ha4eHO MeCTHoe
neyeHue.

B nonHom aHanmse kpoBu B ntoHe 2007 1. oTMeva-
nocb cHmxeHue remornobuHa (Hb 93 r/n), noBblweHne
C-peakTuBHoro 6ernka (2,3 r/n). MNonHbI aHanu3 Mo4u:
npoTenHypus (23 Mr/n). YnsTpa3syKOBOE UCCreAoBaHME
(Y3W) BptoLuHOM aopThl 1 ee BETBEN C LIBETOBbLIM A0M-
nneposckum kapTuposaHuem (LK) (09.06.07): aopTo-
apTepunT, yBenuyeHune napaaopranbHbIX MMM Oy3nos,
BO3MOXHbI SIBMIEHMS peakTUBHOro numdageHuta. Y3u
¢ UOK BEH HMXHMX KOHEYHOCTEWN: HEe UCKMYaeTcs
sIBNEHNe aopTo-apTepumTa apTepUin HKHNX KOHEYHOC-
Ten (KOMMAnekc uHTMMa-megua ytonweH o 1,3 mm).
AsneHna TpombodnebuTa BCex rpynn BeH, Ha NeBon
HWXKHEN KOHEYHOCTUN CO CTEHO3MPOBaHNEM NMPOCBETA OT
50 po 85%. KoHcynbTnpoBaH peBMaTornoromM: AaHHbIX
0 Hecneuundmyeckom aopTo-apTepunte Het. ObnuTe-
pupytoLwmii TpombaHriMmnT (6onesHb broprepa) HMKHUX
koHe4vHocTen |l cteneHu. HasHauyeH genarvn, 6onsHom
npuvHMMan ero 1 Mmec, OTMEHMWI CaMOCTOSTENBHO.

05.09.2007 naumeHT KOHCYNbTUPOBaH 3a04HO B
MHCTUTYTE UM. BrwiHeBcKkoro. YoeamntenbHbIX AaHHbIX
0 TpombaHruuTe bloprepa 1 OKKM3UBHO-CTEHOTMYE-
CKOM MOpaKeHU MarmctparbHbIX apTepuin He Bbino.
PekomeHgoBaHO onpegenuTb NokasaTenu KrneTo4dHoro
1N TyMOpasnbHOro MMMyHUTETa, peBMaTOUAHbIX hak-
TOPOB, MOMYYUTb KOHCYNbTaLuMio Ha 6ase HayyHo-uc-
crnepoBaTenbCcKoro MHCTUTyTa pesmatonorum (HAWP)
Poccuiickon akagemumn meguuunHckmnx Hayk (PAMH).

MauneHT oTMevaeT yxyAleHne COoCTosiHUE C
26.04.2008, korga nosiBUNMCb GoOnM B anuracTpum,
yeununmce 6onmn B NOSICHNUYHoM obnacTtu. bein rocnura-
NX3NPOBaH C AUarHO30M: KONpocTas, crnaedHasi 6onesHb
(nog, Bonpocom).

OKCTPEHHO rocnuTanvM3npoBaH B peBMartonornye-
CKoe oTAeneHvne Anst YTOYHEeHUs AMarHo3a u neyveHus.
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3pecb Obin BbICTaBMNeH AuarHos: aHTudocdonunua-
HbI cnHgpom (APC IgG-168,6 ea/mn). MNMpoeeneHo
neyeHue.

B Hos1Gpe Obin cHoBa rocnuTanuanposaH B8 HANP
PAMH. lNMpu nabopaTopHO-MHCTPYMEHTanNbHbIX UC-
crnefoBaHMsX MOMyYeHbl crefyolwmne pesynbraThbl:
CHMXeHne Konu4yectBa remornobuHa (60-74 r/n),
aputponeHna (2,53x1012/n), noBbileHNne CKOPOCTU
ocegaHus aputpountoB (COI) go 70 MM/, cyToUHas
NPOTENHYpPUS coCTaBuna 4 r/n, CHWKeHne CKOPOCTU Kiy-
6oukoBon punerpaumm (4o 19—41%), ysenuueHve ump-
KyNPYHOLLMX MMMYHHbIX KOMMIIEKCOB (228), nameHeHve
aHTuHykneapHoro gaktopa (1:320), aHTuTena k Sm
(0,9), BbICOKOYYBCTBUTENbHbIA C-peakTnBHbIA 6enok
(3,3 mr/n), C3-komnnemeHT (0,7 r/n), C4-komnnemMeHT
(0,1 r/n), aHTUTENa K UUTONNA3Me HENTPOPUIOB (OTPU-
uartenbHo), aHTuTena K kapguonununy 1gG (81,7 ea/n),
noBbllWeHne aHtuTen k B -rvkonpotenHy 1 (B,-IM11)
IgG (54 en/n), nonoxutenbHaa npoba Kymbca (+++).
Takke naumneHTy bbina npoeegeHa G1oncus NoYKK, Obin
BbISIBIieH AU dY3HbIN Me3aHrnmonponngepaTusBHbIN
rnomepynoHedput (knacc 4 T/X no knaccudmkaumm
2003 r., knacc 4 no knaccudpukauum 1982 r. NA=6,
nNX=9).

YcTaHOBMeH AuarHo3: cUcTeMHas KpacHas Bon-
YaHKa OCTPOro TeYEeHUs, aKTUBHOCTb 3, AN dY3HbIN
Me3aHruonponudepaTmBHbIN rMomMepyroHedpuT co
CKIepo3nMpoBaHMeM, FreMONUTUYECKNE HapyLUeHUs
(remonuTuyeckan aHemus), UMMYHOMNOrM4Yeckne Ha-
pyLleHuns, aHTuHykneapHbin aktop (+). AHTUdOC-
PONUNUAHLIA CUHAPOM: PELMANBUPYIOLLME TPOMOO3bI
apTepuin U BEH HWXHUX KOHEYHOCTEN, Tpoduyeckune
$13Bbl HXKHUX KOHEYHOCTEN, BbICOKOMO3UTUBHbIE aHTU-
KapavonunvHoBble aHTUTena u aHtutena k B,-MM1.
leHeTnyeckasn Tpombodunmsa (roMmo3nroTHas MyTaLms
B reHe MHrMbuTopa nnasmmHoreHa 1, reTepo3nroTHble
B reHe MeTuneHTeTparngpodonarpeaykrasbl, B reHe
uutoxpoma P450, B reHe anokcupedykTasbl BUTaMuHa, B
reHe TpombocnoauHa 4, B reHe cpaktopa Vll). lleueHne
npoBeaeHo.

B mae 2009 r. naumeHT ObIN rocnuMTanM3vpoBaH
Mo MECTY XXMTENbCTBA, CO CrOB OOMNbHOro, No NOBOAY
WHMMUMPOBAHMA A3B rofeHn CUHErHOMHOW Mariovykon
(B BbINMCKE YKa3aHO 06OCTpeHne nocTTpombodnedbu-
TUYECKOrO CUHAPOMA NIEBOW HIDKHEN KOHEYHOCTH). po-
BEOEHO NeYveHne: MeTporus, LeoTakcnm, reHTaMULH,
amukauuH. ObcnegoBancs y nop-spava, BbisiBNeH
Mesatumnanut. B nioHe 2009 r. camocTosTENBHO OT-
MeHun ppakcunapuH. Ha doHe nposoanmMon Tepanuu
COCTOsIHME BONBbHOrO OCTaBanoCb OTHOCUTENBHO YO0B-
NETBOPUTENbHBLIM, 3HAYUTENbHO YMEHbLLUMNCH SA3BbI
Ha roneHsx.

MauwneHT 661N rocnutanmanposaH 30.05.2020 B
Hedponormyeckoe otaeneHme Fopoackon KINMHNYECKON
©onbHMUbI Ne 1, nocTaBrneH guMarHos: XxpoHuyeckas 60o-
nesHb noyek C4A3. [inarHos Obifi NOCTaBneH Ha OCHOBE
crnegyoLmMx pesynsTaTtoB UCCNeL0oBaHNA: a30TeMUst C
YPOBHEM KpeaTuHUHa kposu o 392,08 MKMonb/n, CHU-
XKEeHne cKopocTU kryboukoBow chmnsTpaumm ao 25 mn/
MUH B npo6e Pebepra, CKD EPI — 16 mn/MuH/1,73 m?,
NPOTEMHYPUS, TMMOCTEHYPUS, HUKTYPUS, HapyLLUeHne
NMypPMHOBOIO M NUMUAHOTO 0OMeHOB. MuHepanbHo-
KOCTHbIE HapyLLeHMs NPu XPOHUYECKom 60ne3Hn NoYex:
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BTOPUWYHbIVA rMnepnapatupeos, runepdgocdaremms,
aTepoCcKrepo3 OPIOLLIHOIO OTAENA aopPThl, SNEKTPONUT-
Hble HapyLleHWs, cuMnToMaTudeckas aprepuanbHas
rMNepToHus 3- CTEMEHW, XPOHUYecKasi cepaedHas
HepocTaTtoyHocTb ctaamm 2A, OK | Bo Bpems ctaumo-
HapHOrO NeYeHnst BO3HMKM 6OMKW, NOKpacHeHKe NeBOro
FNOKTEBOroO CcycTaBa.

10.06.2019 6bIn KOHCYNBETUPOBAH OPTOMNEAOM U MO-
CTaBrieH AMarHo3: rHOMHbIA NOKTEBOW BypCHUT.

21.09.2020 Bo3HMKNM 60K B TEBOM KOFNIEHHOM CYC-
TaBe, Yepes Hedento Temneparypa Tena nosbicUnach
Ao 39°C. lNauneHT npuHMMan xaponoHmxatwme,
6onu B koneHe coxpaHanucb. 14.10.2020 obpatuncsa
K XMpYpry, KOTOpPbIN peKoMeHA0Ban npMemM npenapaTos
Mernokcukam, meguokanm. Ha ¢oHe HasHavyeHHoro
neveHuss 60N yMEHbLUMIUCL, HO NUXopagka coxpa-
Hanacbk go 38°C.

02.11.2020 6onbHOIM CHOBa 0BpaTUICS K XMpYpry ¢
Xanobamu Ha ycuneHne 6oneBoro cMHApomMa, npoBse-
AeHa MyHKUMS NeBOro KOMEeHHOro cycTaBa, HamnoXxeHa
noHreta. bonu B cyctaBe He YMEHbLUMMUCh, MOCTENEH-
HO yMeHbLUMnach Npunyxnocte. B aHannsax kposwu oT
12.11.2020 r.: noBblLeHMe KpeaTnHuHa (415 MKMonb/n),
noBbileHNe ModeBUHbI (30 MMOMb/N), CHUXKEHNE Bu-
nunpybuna (5,0 mkmonb/n), xxenesa (7,7 Mkmons/n),
remornobuHa (88 r/n), nenkountos (10,4x109/n), no-
BblleHne COJ oo 73 Mm/M.

Ha MOMEeHT nocTynneHusi CoCcTosiHMe naumeHTa
ypoBsnetBoputenbHoe. OTMe4aeTcs 60ne3HeHHOCTb
npw Nanenauum NeBoro KOfIeHHOro CycTaBa, BblpaXeH-
Hasi NpUNyxnocTb (OKPYXHOCTb cnpasa 39 cm, cnesa
45 cm), orpaHnyYeHne OBWKEHWUA B JIEBOM KOFNEHHOM
cyctaBe (crmbaHue 90°, pasrubanue 170°). Opyrue
cycTaBbl 6€3 NpU3HaKoB BOCMAaneHusi, OBUKEHUS B
norHom obbeme.

Mpu nabopaTopHbIX MeToAax MccrnenoBaHUsN
BbISIBMEHO MOBbILWEHWE KONMYecTBa aHTUTen K ABY-
cnupansHon OHK 1gG (32,5 ea/mn), obHapyxeH
BOMY@HOYHbIN aHTUKOArynaHT. AHTUHYKNeapHbIn dak-
Top (1:1000), rpaHynsaApHbIK, LUTONNasMaTU4YeCcKni
TMN cBedeHus (26.11.20). B obwem aHanuse KpoBwu:
MoHoumTo3 (1,05%x109/n), aHemuna (HGB — 77 r/n,
RBC — 2,77x101%/n), noq BONpOCOM Hespernble rpa-
HynouuThbl. [oBbiweHo CO3 go 75 mm/y (26.11.20).
[Mpun BUoXMMMYECKOM UCCreoBaHUMN KPOBU BbISIBIIEHO
noBbliweHne kpeatuHunHa (409,00 Mmorb/n), MOYEBUHbI
(27,70 mmonb/n), docdopa (2,09 mmornb/n), MoyeBon
kncnotbl (595,00 mmone/n), C-peakTnBHoro 6enka
(1,73 mr/an) (26.11.20). B koarynorpamme noBbiLLIEHO
KonumyectBo pmbpuHoreHa (5,12 r/n) (26.11.20). Mpn
nccnegoBaHMm Modu obHapykeHa crnm3b, MPOTENHYpPUS
(904,50 mr/cyT).

Mo cOBOKYMHOCTUM AaHHbIX aHaMHe3a, KNMHUYECKMX,
nabopaTopHbIX U MHCTPYMEHTarbHbIX METOOO0B UCCIe-
[OBaHWsi NOCTaBMeH AMarHo3: CUCTEMHas KpacHas Bos-
YaHKa, peuvaMBupyloLLe-peMMIUTIpYyloLee TeveHue,
akTMBHOCTb 2 (SLEDAI — 6 6annoB), ¢ nopaxeHuem
noyek (amddy3Hbln Me3aHrnonponudepaTnBHbIN rMo-
MepyrnoHedpuT Co CHMUXKEHNEM a30TOBbIAENUTENBHOWN
dyHKUMM), C NOPaxXeHnem CycTaBoB (MOHOApPTPUT Nne-
BOrO KorneHHoro cyctasa, ®K2) u ummyHonormyeckumm
HapyLeHnamn [nosmtueHoctb No AH® (1:1000, yuto-
nnasmarumdeckmii Tmn ceedenust ot 23.11.20), no aHTu-
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Tenam Kk gsycnuparnsHon OHK ot 25.11.20]. AHTndoc-
GoNMNNIHbIA CUHOPOM: PeLNaNBUPYHOLLNE TPOMOO3bI
apTepuini 1 BEH HUXHUX KOHEYHOCTen, Tpoduveckme
s13Bbl B aHaMHe3e, NO3UTUBHOCTb MO BONMYAHOYHOMY
aHTuKoarynsaHTy ot 24.11.20, B aHaMHese No3nTUBHOCTb
no aHtutenam K B,-IM1.

OcnoxHeHus: XxpoHuyeckasn donesHb novek C4A3.
BTOpuYHbIN Nogarpnyecknii apTpuT, akTUBHOCTL 2, 3a-
TshkHOM npucTtyn ot 21.09.20, apTpuT NEBOro KONeHHOro
cyctaBa, PK2. Nmnepypukemus.

ConyTcTBytoLme 3aboneBaHust: reHeTu4eckas TpoM-
6ocunusa. XpoHuyeckne apo3nm aHTpyma, 3pO3VBHbIN
aHTpanbHbIA racTpuT.

3a Bpems HaxOXAeHUs B cTauuoHape nposedeHo
neveHve: MeTUnnpeaHn3onoH 125 mr BHyTPUBEHHO,
3arteMm gosy nosbicunm go 250 mr. BHyTpb: meTun-
NpeaHW30M0oH, aHananpun, amnogunuid, uconponon,
TMAPOKCUXIIOPOXUH, (pebykcocTaT. 3a Bpemsi ctaumo-
HapHOro neyYeHns oTmMevanacb NONOXWUTenbHas AnHa-
MuKa. MaumeHT BbINMCaH C ynyylleHMeM COCTOSAHMS.
Mpu BbINMCKE NALMEHTY peKoMeH40BaHO NPOAOIKNUTL
HabnogeHve y TepanesTa, peBmaroriora 1 Hechponora.
[wneTta c orpaHnyeHmem noBapeHHon conu go 3—5 r/cyT,
nypuHOB, kanusi, 6oratas kanbunem. KoHTponb apTe-
puanbHOro AaBrneHud, nynbca, CyTOYHOro auypesa.
Onactnyeckas KOMNPEeCCUs HMKHUX KOHEYHOCTEN 2-ro
knacca. Heobxogumo nsberatb hakTopoBs, KOTOpPbIE MO-
ryT cnpoBoumpoBaTtb o6ocTpeHne 6onesHn. Mpotueo-
nokasaHbl aTaHorncogepxawue HanuTkn. Y3 noyek
1 pa3 B 6—12 mec. CTyn exegHeBHbIN, Npu 3anope —
nakrtynosa 15 mn 2-3 pasa B cyT. KOHTponb aHansos:
MOMHbIN aHanu3 KPOBW, KpeaTUHUH KPOBW, Kanum, HaT-
pun, MoveBunHa, moyesas kucrora 1 pas B 3 mec. He-
3aMeHVMble aMUHOKMCIOThI M3 pacyeTa 1 Tabn. Ha 5 kr
Beca (Mo cornacoBaHuio ¢ Hecpponorom). PutoTepanus.
duranyeckme ynpaxHeHus ¢ agekBaTHOM 4O3NPOBaHHOM
Harpyakon. M'mgpokcnxnopoxmH 200 Mr B CyT Ha HOYb
BHYTPb. KOHTpOMb neyeHuns: KoHcynbTauusa odranb-
Morora Kaxable 3 Mec, B Criydae BbISIBNEHMS NaTono-
rn — oTMeHa npenapaTta. HolweHve 3aWnTHbIX O4KOB
BHE 3aBMCMMOCTU OT Ce30Ha. [MIOKOKOPTMKOCTEPOUabI:
METUNNPEaHM30MoH 4 Mr no 2 Tabn. ytpom ¢ 6.00 go
7.00 gnutenbHo. CHWXeHMe 403bl NO peKkOMeHAaL MK
peBmaronora. HecrepongHble NpOTUBOBOCNANUTESb-
Hble cpeacTea (HIMBI1) npoTtuBonokasaHbl. MecTHble
copwmbl HIMBIT (renun, masn, kpem). Komnpeccol ¢ gume-
TUICYNbdOKCUOOM Ha npunyxwme cyctasbl 1-2 pasa
B Hed. [pogomknTb aHTUTMNEPTEH3NBHYO Tepanuio.
KoHcynbTauns ractpoaHTepornora. KoHTponbHbIA oc-
MOTp peBMaTtonora yepe3 8—12 Heq c pesynbratamu
aHanusos. [lokymeHTbl oTnpasneHsl B HUNP gns onpe-
JeneHns ganbHenLwen TakTUKN NeYeHuns.

BbiBoabl. CvHAPOM AMCMNasun coeauHUTENbHON
TKaHW SBMSETCS O4HON U3 BeAyLUMX NMPUYNH XPOHUYe-
Ckux 3abonesaHun cocyaos.

B xoge Hawero nccnegoBaHUs Mbl BbISICHUMM,
YTO YeM Bbille CTeneHb BbIPaXEeHHOCTU AMCnnasnun
COEeAVHUTENBHOW TKaHW, TEM TsbKernee npoTekaeT 3a-
6onesaHue. lNMpu 3TOM AMcnnasns coeanHUTENbHON
TKaHW NPUBOAMT K NOPaXeHUo 1 APYrMX OpraHoB U CUC-
TeM, YTO, COOTBETCTBEHHO, CHWKAET Ka4eCTBO >KU3HM
nauuneHToB. NpeacTaBneHHbIW KIMHUYECKUIA CriyyYan
CBUAOETENLCTBYET O AaHHON 3aBUCMMOCTU U SBMSIETCS
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KITaCCUYECKUM MPUMEPOM TSXKENOro TEYEHUA AaHHOTO
3aboneBaHusa y nogen ¢ CUHAPOMOM OUCNNa3nn Co-
eJVHUTENBHOW TKaHW.

lMpo3payHocmb uccnedoeaHus. ViccnedosaHue
00o6peHO amuyeckum komumemom DPIBOY «Uxeeckasi
2ocydapcmeeHHasi MeOuuuHckas akademusi» M3 P®. Vic-
criedosaHuUe He UMESIO CITIOHCOPCKOU noddepkKu. Aemopb!
Hecym MosIHy omeemcmeeHHOCMb 3a npedocmasrieHue
OKOHYamesibHOU 8epCcuuU PyKOMucu 8 nevams.

Heknapayusi o gpuHaHCcoEbIX U Opya2ux e3auMo-
omHouweHusix. Bce asmopbl npuHumanu y4acmue 8
paspabomke KoHuenuyuu, du3aliHa uccredosaHusi U 8
HarnucaHuu pykonucu. OKoHYameribHas 8epcusi PyKonucu
bbir1a 000bpeHa scemu asmopamu. ABmMopk! He nosyyanu
20Hopap 3a uccriedosaHue. lMayueHm dan coenacue Ha
nybnukayuto coobuweHUs1 u pasmMeweHue 8 uHmepHeme
UHbopmayuu o xapakmepe eeo 3abonesaHus, npose-
OeHHOM fle4yeHUU U e20 pe3yrbmamax ¢ Hay4yHou u o6-
pa3osameribHoOU yensamu.
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