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AHHOTauus

KOHCTPUKTUBHBIN NMEPUKAPAUT — TSXKEAOE MOCAEACTBUE XPOHUUECKOrO BOCMAAEHMS MEPUKAPAQ, MPUBOASILLEE K HAPYLLUEHUIO 3aMOAHEHUS
KPOBbIO XEAYAOUKOB CEPALIA U PA3BUTUIO XPOHUUECKON CEPAEUHOM HEAOCTATOUHOCTU. EAMHCTBEHHBIM 3(DIEKTUBHBIM METOAOM AEYEHMUS]
AQHHOWM MaTOAOTMU SIBASETCSl ONEePaTUBHOE A€HEHWE — NMEePUKAPAIKTOMMS. B cTaTbe MpeAcTaBAEHO onucaHne KAMHMYECKOro CAyYast KOH-
CTPUKTUBHOIO MEPUKAPAMTA Y MaLMEHTA C PEAKON MAaTOAOrMEN MAA3MEHHOIO reMOCTa3a — HAaCAEACTBEHHbIM aechunumntom VIl chakTopa
CBEPTbIBaHMS KPOBU. AmarHo3 3ab0AeBaHUsi yCTAaHOBAEH HA OCHOBAHMU KAMHWUYECKOM KapTUHbI, PE3YALTATOB YALTPA3BYKOBbIX M PAAMOAO-
rMUYECKMX METOAOB MCCAEAOBAHMSI, MOATBEPXKAEH PE3YAbTATaMM MarHUTHO-PE3OHAHCHOM TOMOrpadum cepaua. [laumeHTy BbinoAHeHa re-

PUKAPAIKTOMMS, MOAYUEH MOAOXKUTEABHbIA KAUHUYECKUIT SpdeKT.

KAtodeBbie CAOBa: KOHCTPUKTUBHBIN MEPUKAPAUT, MEPUKAPAIKTOMMSI, TMIMIONPOKOHBEPTUHEMMS, AechuumnT VII hakTopa.

Constrictive pericarditis in a patient with inherited factor VII deficiency
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Constrictive pericarditis (CP) is the final stage of a chronic inflammatory process characterized by fibrous thickening and calcification of
the pericardium that impairs diastolic filling, reduces cardiac output, and ultimately leads to heart failure. We present a clinical case of CP
in a patient with rare inherited bleeding disorder — factor VII deficiency. Heart failure due to CP was suspected based on clinical symp-
toms, results of ultrasonic and radiological investigations. The diagnosis was verified by the results of cardiac magnetic resonance imaging.
Pericardectomy was performed resulting in significant improvement in the patient’s condition.
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AYTB — akTUBUPOBAHHOE YaCTUYHOE TPOMOOIIIACTUHOBOE BPEMsI
KT — komnbroTepHast Tomorpadust

MIKII — MexcKemyj0uKoBast ieperopoaka

MHO - MexkyHapojHOe HOPMaIN3UPOBAHHOE OTHOLICHUE

MPT — MarHuTHO-pe3oHaHCHasl TOMOrpacust

HIIB — HiKHss noJast BeHa

IITU — npoTpOMOMHOBBII HHJIEKC

TB — TpomMG1HOBOE Bpemst

YCC — yacToTa CepAeUHbIX COKPAILEHIIT
Y3U — ynbTpa3ByKOBOe UCCIEOBAHNe
DKT — snektpokapuuorpadust

Dx0KTI" — sxokapauorpacust

FVII - dakrop cBepTbiBanus kposu VII

KOHCTPUKTHUBHBII NEpUKAPUT — TSKENI0e MOCIeCTBUE
XPOHUYECKOr0 BOCNANIeHUs] NePUKapAa, IPUBOJSILIEE K CHIKe-
HUIO 3aM0JTHEHNS KPOBBIO >KEITYI0YKOB Cep/illa M HAPYIICHUIO
ux pyHkonnpoBanus [ 1]. KoHCTpUKTUBHBIN NepuKapauT Xa-
paxkTepu3yeTcsl YIUIOTHEHUEM U yTOJILEHUEM JIMCTKOB Nepu-
Kapjia, MHOIJIa X peTpakuyel 1 (He Bcerja) ooaurepanyeil ero
MOJIOCTH, YaCTO ¢ KanbUuguKanyein 1 (hOpMHUPOBAHNEM «ITaH-
uupHoro cepaua» [2]. CTolikue HapylIeHUs] TeMOIMHAMUKH,
BO3HUKAIOIINE MPU KOHCTPUKTUBHOM MEPUKAP/NUTE, CBSI3aHBI C
OTCYTCTBUEM aIeKBATHOTO HANOJHEHUS XKEeYJOUKOB BO BpeMsi
JMACTOJIbl BCIIE/ICTBAE OIPAaHUYEHUI, cO3/1aBaeMbIx (pubpo3-
HbIM YTOJILIEHUEM U/UK KallblnpuKalumen JMCTKOB NepuKap-
na. CokparuTenbHast (DyHKLMSI MUOKap/a CTPAJIaeT, KaK MpaBy-
JI0, TOJILKO Ha HauboJiee MO3IHUX CTAUsAX 3a00IeBaHUS U CBSI-
3aHa ¢ pa3uTHeM pubposa muokapna [1].

KOHCTPUKTHBHBIN NEPUKAPAUT SBIISIETCS pefIKUM 3aboJie-
BaHMEM U1 Yallle IMarHOCTUPYETCsl Y MY>KUuH B Bo3pacte 20-50
seT. K OCHOBHBIM 3THOJIOrMYEeCKUM (haKTOpam, NPUBOJISILIMM K
KOHCTPUKIMH CEpAlla, OTHOCITCS GaKTepuallbHble U BUPYCHbIE
MH(pEeKIUN; paHeHus! cepyilja 1 MOCJEICTBUS XUPYPruuecKUX
BMELLIATENILCTB, CBSI3aHHBIX C MOBPEXK/EHNEM NEPUKap/a; JTyde-
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Bas Tepamnusi Ha OpraHbl CPEJOCTEHUA; XPOHUYECKAs NMoYeYHasd
HEIOCTATOYHOCTL; 3a00JIEBaHUST COEIMHUTENBLHON TKaHn [3, 4].
HauGonee BblpaxkeHHble pyOLOBbIE U3MEHEHUS IEpUKap/a C
OTJIO>KEHUEM U3BECTU U (POPMUPOBAHUEM «IIAHLUPHOI'O CEPJI-
11a» pPa3BUBAIOTCS B UCXO/Ie THOMHOTO (Yalle TyOepKyJIe3HOro)
NepyKapnTa, a TakxKe Mocie reMoneprkapya Uil reMopparu-
YeCKOro nepukapauta. EnuHcTBeHHbIM 3(h(heKTUBHBIM METO-
JIOM JIeUeHMs1 KOHCTPUKTUBHOI'O NEPUKAPJUTA BJIAETCs onepa-
THUBHOE JIeueHue — nepukapaakTomus [1].

B HacTosEl cTaThbe MPEACTABIEHO ONUCAHUE KIIMHUYE-
CKOroO Cjly4ast KOHCTPUKTUBHOIO NEPUKAPAUTA Y MALMEHTa C
HACJIE[JICTBEHHbIM JePUIUTOM (PaKTOpa CBEPThIBAHUS KPOBU
VII (FVII).

Hacnepcteennniit gecpunut FVII (runonpoxonsBepTuHe-
MUs1) — Ay TOCOMHO-PELIECCUBHOE FeéMOpparnieckoe 3aboJeBa-
HU€E, BO3HUKAOLIEE BCJIEICTBUE CHIKEHUS aKTUBHOCTH (paKkToO-
pa ceeptbiBanus VII B nna3zme, BcTpeyarolieecst ¢ 4acToToH 1:
300 000 — 500 000 nacenenus. ®usnonoruueckas ponb FVII
3aKJII0YAeTCsl B MHULMAUMU IPOLecca CBEPThIBAHUSI KDOBU B
30HE MOBPEKJICHUs COCYUCTOl CTeHKU. B Kommekce ¢ TKaHe-
BbIM (pakTopom FVII aktusupyer FX u FIX, yyacTyrouue B
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KOHCTPUKTUBHBIF NEPUKAPAMT y naLmeHTa ¢ aechuumtom VII hakTopa cBeprbiBaHus

reHepauu TpoMO6rHa. OCHOBHBIM KJIMHMYECKUM MPOSIBJICHUEM
TUTMONPOKOHBEPTUHEMUH SIBJISIFOTCS] KPOBOTEUYEHUSI I KPOBOM3-
JIUSTHUS, BO3HMKAIOIIIME KaK BCJIEJICTBUE TPABMbI, TaK U CIIOH-
TaHHO. bBosee monoBuHBI ciyyaeB 3a60JeBaHMs MPOTEKAET
ACHMITOMHO U BbISBJISIETCS CIy4aifHO NMPU UCCIIEJOBAaHUM KOa-
rysorpammbl. Kak npaBuiio, Tsixkesble KDOBOTEUYCHUS Pa3BH-
BalOTCs y maumeHToB ¢ akTuBHOCTHIO FVII <1 %, ogHako nps-
Masl KOppeJIsiiuu MeX/y Ja00paTOPHBbIM M KIMHUYECKUM he-
HOTUIIOM 3a00JI€BaHUsI OTCYTCTBYET, ONUCAHBI Cllydau TsixKe-
JIOTO FeMOpPParnyeckoro CHUHApOMa y MAlMeHTOB C aKTUB-
Hocteto FVII >20 %.

JlnarHocTKa runonpoKOHBEPTHHEMHUN OCHOBaHA Ha J1abo-
PATOPHBIX MCCIIEIOBAHUSX CBEPTHIBAIOIIEH CUCTEMbI KPOBU.
W3meHenust, mo3BosIsIIoIIMe 3anof03pUTh AUArHo3, BbISIBIISIOT-
Csl B CKpMHMHI'OBOI KOAryJiorpaMme: XapakTepHO yBeJIMUeHue
MPOTPOMOMHOBOTO BPEMEHM M CHUXKEHUE MPOTPOMOMHOBOTO
nnaexca (ITTU) npu HopManbHBIX 3HAYEHUSIX aKTUBUPOBAHHO-
r0 YaCTUYHOro TpomoboriacTuHoBoro Bpemenu (AYTB), Tpom-
6uHoBoro Bpemenu (TB) u ¢pubpunorena. Bepupuuuposarsb
AVar"o3 Mo3BousieT onpefenenne aktneHoctn FVII, xpurepu-
eM JIMarHosa siBisieTcst cHiKenne aktuBHocTu FVII cBepThiBa-
Hust KpoBU Huxke 50%. Tpebyercs uckitoyeHne npuoopeTeH-
Horo fiecpryTa hakTOpoB MPOTPOMOMHOBOIO KOMILIEKca (1a-
TOJIOTHS! IEYEHU, BO3/ICHICTBUE aHTUKOATYJISIHTOB U Jp.). Jleve-
HME 3aKIIH0YaeTCsl B Crelu(pryeckoil 3aMeCTUTEIbHON Tepanun
¢pakTOpamu cBepThIBaHUs KPOBH [5].

[IpencTasmisieM onucanne KIMHUYECKOTO Clly4dast 00JILHOTO
C., 1982 r.p., kortopslii B 2015 r. (B Bo3pacre 34 ner) Hanpas-
ned B PI'BY «HMMUI] remaronorun» M3 P® B cBsA3u ¢ BbIpa-
SKEHHBIMU HApYUIEHUSMH B KOAryJorpaMMe M HesiCHbIM OTeu-
HBIM CHHJIPOMOM.

OcoGennoctn aHamHe3a: B 2012 r. B KoaryJjiorpaMmme, Bbl-
TOJIHEHHON B CBSA3M CO CTOMATOJIOTMYECKUM BMEIIATEbCTBOM,
BIEpBbIE BbISIBIIEHO pe3koe cHikenue [1TU, ogHako B cBsI3M €
OTCYTCTBHMEM Yy MalUEHTa FeMOPParnyeckoro CUHApoMa, Aallb-
Helinlee 00celoBaHne He MTPOBOJMIIOCK.

B staBape 2015 r. mocse anu30a OCTPOIl pecupaTopHO
BUPYCHOI MH(pEKUMN TMOsIBUIACH OIbILIKA NpU (DU3NYECKOi
Harpyske, yBeJuueHne o0bema XMBOTa. B TeueHne Hepenn
CHUMIITOMATHKA HapacTaja, MOSBUINCH OTEKU HUKHUX KOHEY-
Hocreil. [Tpu oGcnejoBaHnK MO MECTY XKUTEJIbCTBA MO PE3yJib-
TaTamM peHTreHorpaduy BBISIBJICH JIBYCTOPOHHUII BBINOT B
MJIEBPAILHBIX MOJIOCTAX. [TaleHT rocnuTanin3upoBaH B cTa-
LMOHAP, IJIe NPH JI000CIe/I0OBAaHNH BbISIBJIEH Fe€HEPAIN30BAHHBIN
OTEYHbIIl CUH/IPOM: JIBYyCTOPOHHMIA TMIPOTOPAKC, TH/IPONEPH-
Kapf, acUuT, renatocmieHoMeranus. Knuunueckuit u 6uoxu-
MHUYECKUI aHAJIM3bl KPOBU OTKJIOHEHUI1 HE BBISIBUIIN, B KOAry-
norpamme otmeueHo cHikenue I1THU no Keuky no 18,9 %.
BbInosiHeHa nieBpasibHasi MyHKUMsS, 9BaKYHPOBAHO OKOJIO 5 J1
SKMAKOCTH, KJIIETOUHBII COCTaB KOTOPOI1 MpefiCTaBleH 00Jb-
MM KOJIMYECTBOM 3PUTPOLUTOB, FPYNIIAMU KJIIETOK Me30Te-
JUs1, HeOOJIBIINM KOJMYECTBOM JIMM(OLUTOB, TMCTUOLUTOB,
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HelTpoduios. B nocese pocta MUKPOOPraHU3MOB HE MOJIyYe-
HO. B pesynbTaTe npoBejeHust AMypeTHUYECKOil Tepanun ya-
JIOCh J0OUTBCS Perpecca OTEKOB HIKHUX KOHEYHOCTEN, COKpa-
TUJOCH KOJIMUECTBO BbINOTA B MOJIOCTSIX, YMEHBIINUIIACH OAbILI-
Ka. B OTHOCUTENILHO Y[IOBJIETBOPUTEILHOM COCTOSIHMU BbIIIU-
CaH M3 CTalMoHapa C PEKOMEHJAUUsIMU JJ0OOCIIe0BaHus B
OI'BY «HMMUI] remaronorun» M3 PO,

B ¢espasne 2015 r. magueHT npoiien oGciefoBaHNe B
OI'BY «<HMUIL] remaronorun» M3 Pd. IIpu ocMoTpe — co-
CTOSIHME CpeJIHEel CTEeNeHM TSKECTH, >KaloObl Ha CJ1aboCThb,
OfBILIKY 1pu pu3ndecKoil Harpyske. IIpu uccnenosanum ceep-
THIBAIOILEN CUCTEMBI MOJTYUEHBI clefyromye pe3yabrarsl: [ITH
no KBuky — 12 %, AYTB - 35 ¢, TB — 14 ¢, ¢pubpunoren —
24 r/n, axrop ceeprbiBanust VII — 2 %. Y craHOBIEH JUarHos:
pecuuur VII akropa cBepThiBaHus. B cBsi3u ¢ oTCyTCTBUEM
reMOpParuueckoro CUHApOMa reMocTaTuyeckasl Tepanusi He
HPOBOJUIACS.

B cBsi3u ¢ TeM, UTO reHe3 OTEYHOIO CHH/IPOMA HE BBISICHEH,
B ceHTsA6pe 2015 — pepane 2016 rr. nauueHT NPOXOAUI 006-
CJIE[JOBAHUE B PA3/IMUHbIX NPO(UIbHBIX CTaluMOHapax I. Mock-
Bbl, OJIHAKO [aHHbIX 33 CUCTEMHOE 3a00J1€BaHUE COEIMHUTENb-
HOW TKaHW, MH(EKIMOHHbIE (BKIIOYasi TyOepKyJie3) U OmyXo-
JieBble 3a0051€BaHKs He Mosy4eHo. B mpouecce oOcienoBanust
HOJyYasl I1yPETUUECKYIO TEPANUIO, B pe3ybTaTe KOTOPOH co-
CTOSIHUE OCTABAJIOCH CTAOUIIbHBIM.

B utone 2016 r. nocse caMOCTOSITEIbHOI OTMEHBI ANy PeTH-
YECKOH Tepanuy peuuuBUPOBaIN OJbIIIKA U OTEKM HIDKHUX
KoHeuHocTei. [To fanHbIM KoMnbroTepHoit TomMorpaduu (KT)
BbISIBIIEH MACCHUBHbII [IBYCTOPOHHUI TMAPOTOPAKC, & TAKXKe
MHOT'OYMCJIEHHbIE YYACTKM YNJIOTHEHMs JIETOYHON TKaHU MO
TUIY «MaTOBOI'O CTEKJIa», PACIIONIOXKEHHbIE IEPUBACKYJISIPHO
(puc. 1).

Puc. 1. Ckan KT opraHoB rpyAHoi kaetkm (08.2016).
CTpeJ’IKOﬁ YKasaH O/JH U3 y4aCTKOB YIVIOTHEHUS JIErOYHOM
TKaHH! MO TUILY «MAaTOBOT'O CTEKJIa» .

B cBs131 ¢ nojio3peHneM Ha 3a00/1€BaHUE JIETKUX , TPUBOJS-
1iee K pa3BUTHIO 9KCCY/IATMBHOTO TUIEBpUTA, B HOsiOpe 2016 T.
FOCMNNUTAIN3UPOBAH B OT/IE/IEHN e TopaKajbHOW xupypruu Ilep-
Boro MI'MY um. .M. Ceuenosa. ITpu KT opranos rpyaHoi
KJIETKY BHOBb BBISIBJIEHbI OYary yIJIOTHEHUs JIETOUHOM TKaHU,
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87



P.B. lNoHomapeB 1 coaBT.

JIOKaJIM3alusi KOTOPbIX,, OHAKO, u3MeHunach. C fuarHocTuye-
CKOI1 LeJIbIO MPOBe/ieHa MUHUTOPAKOTOMMS CIIpaBa ¢ aTUMUY-
HOW pe3eKlel HUXKHEl 101 JIerkoro. D ¢eKTUBHbIA reMo-
cTa3 B IepHONEePaLIOHHOM NIepUojie o0eclieueH BBE[JICHUEM pe-
KoMOMHaHTHOTO akThBMpoBaHHOTrO VII (hbakTOpa cBEpTHIBAHMS.
IIpu rucTosornueckom UcciefoBaHn OMONTAaTa TKaHU JIETKO-
O BbISIBICHbI MHOIOUUCIIEHHbIE YUaCTKU KPOBOU3JIUSIHUI Pa3-
JIMYHOU JABHOCTHU, 0Uaru remocuyeposa. Takum obpas3om, Bbl-
SIBJIEHBI NIPU3HAKU CKPBITOIO F€éMOPPArMuecKoro CUHAPOMa,
JIaHHBIE 3a OMyXO0JIEBOE UJIM BOCMAINUTEIBHOE MOPaKEHHUE JIer-
KHUX OTCYTCTBOBAJIU.

B xonue Hos16pst 2016 r. npu KT BbIsiBIEeHa BbIpaskeHHas!
oTpullaTe/IbHAsl AMHAMUKA: HapacTaHue OO0beMa BBINOTA B
IJIEBPAJIbHBIX MOJIOCTSIX, OPIOLIHOM MOJIOCTH, YBEJIMUEHUE pas-
MepOB TeveHn 1 cene3eHku. B nekabpe 2016 r. manueHT rocnu-
TaM3MPOBaH B OT/eJieHne opdanHbix 3a6oneBanunii PI'BY
«HMMUI] rematonornn» M3 P®. [1pu nocTymienun cocTosi-
HYe MalUeHTa CPeiHel CTENeH! TSXKeCTH, 00yCIIOBIEHO reHe-
paNu30BaHHbIM OTEUYHBIM CUHJIPOMOM: MAaCCUBHbIE MJIOTHbIE
OTEKM FOJIeHell U ThIJIbHOM IIOBEPXHOCTHU CTOII, TUPOTOPAKC,
TUAPONEPUKAp], ACLUT, renaTocnieHoMeranusi. OCHOBHOM Xka-
J1000i1 MalMeHTAa SIBJISIACh OfbIIIKA TPU MUHUMAJILHON (hU3U-
yeckoit Harpy3ke. IIpu ocMOTpe KOoxKHble TOKPOBbI OJIeJHbIE,
oOpallano Ha ce0sl BHUMaHMe HaOyXxaHue LeiHbIX BeH. CIoH-
TaHHbII FeMOpparuyeckuii cuHapoM orcyrcTBoBai. Ilepude-
pudeckue MMGaTHIeCKUe y3bl He NaIbIMPOBAINCH, ONpefe-
JIsU1ach MUTMEHTALus! KoxKu roJieneii. Ipu nepkyccuu nerkux
0TMEeYaJIoCh NIPUTYIIEHUE NEPKYTOPHOro 3Byka Huxke VII peo-
pa 1o cpeaHenogMblieyHol nuHuu. IIpu ayckyabTauuu Jjer-
KUX ONPeessiIoch Be3UKYJISIPHOE AbIXaHKUe, He MPOBOJsILIeecs]
B HIDKHUX OoTfenax. [lepkyTopHble rpaHuLbl CEpALa B Ipefiesiax
HOPMBI, NA/IbIATOPHO ONPEAEIsIOCh OClableHue BepXylley-
Horo Tojuka. ITpu ayckynbTanuu cepiua BbIsBIEH aKUEHT
II ToHa Ha IeroyHol apTepun, a TAKXKe TPEXUJICHHbI PUTM, HE
CBSI3aHHBII C NOJIOXKEHUEM TeJla U IbIXaHUEeM, PACLCHEHHbIi
M3HAYalIbHO KaK MaTojioruueckoe pasasoeHue II ToHa cepaua.
YacTora cepaeunnix cokpatenuii (HCC) cocraBuna 82 yu/muH,
aprepuanbHoe gasieHne — 100/60 MM pT. cT.

IIpu uccaenoBanny nokasatenei nepuepuyeckon KpoBU
BbISIBUIA HOPMOLUTAPHYO HOPMOXPOMHY!0 anemuto (Hb 108 r/m),
OCTaJlbHbIE NOKA3aTeNIM HAXOJUIIUCh B IpefielaX HOPMAlIbHbIX
3HaUeHMi. B Kxoarynorpamme onpefensiich XapakTepHble 715 Jie-
¢punura VII dpaxropa ceeproiBanust usmenenus:: AUTB — 33 c,
IITH no KBuky — 5 %, MeXX1yHapOJHOE HOPMAJIM3MPOBAHHOE
otHomenne (MHO) — 13,76, ypoenn VII dakTopa —
7% . Obpaiano Ha cebst BAUMaHUE OTCYTCTBHE NMOBBILLIEHUS J1a-
60paTOpPHbIX MapKepoB BocHaIeHUs! (CKOPOCThb OCEJlaHHsl SPUT-
pouuToB, C-peakTUBHbIN GEJIOK B HOPME).

ITokazarenu oOlIEro aHanM3a MOYM, a TaKKe OMOXUMUYE-
CKHe MapameTphbl, oTpaxarouye (hyHKIMIO NOUeK, HAXOIUIINCh
B IpefieslaX HOPMAaJIbHbIX 3HAUEHUI, YTO MO3BOJMIIO UCKIIO-
YUTb NATOJIOTUIO MOYEK KaK NPUUYKMHY OT€YHOI'O CUHIPOMA.

OTcyTcTBUE AUCHENCUM U HOPMAJIbHblE OMOXMMUYECKUE
NOKa3aTean KpOoBHU, OTpaKaroliye (hyHKLUHUIO MeUeHn, UCKITIO-
YaJM OTE€YHbIN CUHIPOM, 00YCJIOBJIEHHBII OTEepeil Oenka u3
>K€JIy[I0UYHO-KUIIEYHOr0 TPAKTa WM HapylIeHUueM OeJIKOBO-
CUHTETUYECKON (PyHKUUM NedyeHu. [l UCKIIIOYEeHUs] TUIo-
(pyHKIMHU IIMTOBUIHOM >Kelle3bl MPOBENN UCCIIEIOBaHNE ChIBO-
POTOYHBIX KOHLEHTPALUil TUPEOTPOIMHOIO FOPMOHA, TUPOKCU-
Ha, TPUAOATUPOHUHA, OTKJIOHEHUI OT HOPMbI HE BbISIBUIIN.

ITpu KT opranoB rpyaHo# KJIeTKU OOHAPYKWIN ABYCTO-
POHHMIT THAPOTOPAKC C KOMIIPECCUOHHBIMU aTesleKTa3aMu 6a-
3aJIbHBIX CEIMEHTOB HIDKHUX 0JIell 000UX JIerKUX U LUPKY-
JISIPHOE YTOJILLEHUE NepUKapa 6e3 IPU3HAKOB €ro 0ObI3BECTB-
JICHMUSI.
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Puc. 2. KT naumenta (npn noctynaenmm) B 12 craHaapt-
HbIX OTBEA€HUsAX C puTMorpammori Il otBeaenns (V=25
mm/s, mV=10 mm).

YunThiBasg OTCYTCTBUE KJIMHUYECKUX U JTAGOPATOPHBIX
MPU3HAKOB BOCTAJIEHUs, & Tak>Ke NMPUHMMAsi BO BHUMaHUE
CHMIITOMBI BEHO3HOTO 3acTOs (HabyXaHWe SIPEMHBIX BEeH), ayc-
KYJIbTATUBHYIO KapTHHY MAaTOJIOTUK cepiia v pesyibrarsl KT
(UMPKYJISIPHOE yTOJIIIEHNE NepUKap/a), BEAY LM HalpaBJIeHN-
€M B JIMarHOCTMYECKOM IMOUCKE CTAJIO KapAMOJIOrnuecKoe 00-
CIIEIOBAHNE C 1O BBISIBICHUS 9TUOJIOTUY CePIEUHON HEelo-
cratoyHocTH. [To fanHbM anekTpokapanorpacpum (OKI) y na-
LUEeHTa omnpefensaich: cuHycoBblil putM ¢ YCC 87 yn/muH;
HOpMAaJIbHOE HaIpaBJIeHNe JIEKTPUUECKON OCH Cepyilia; MpU3Ha-
KU POTalUK Cepflla OTHOCUTEIHHO CATUTTAILHON OCH BepXyIl-
KOH K3a/ii1; TOBOPOT Cepflia MPaBbIM KeTy/JOUKOM KIepean OT-
HOCHUTEJNBLHO MPOJIOJILHOM OCH; YaCTUYHAs GII0Kajja MPaBO HOXK-
KM TyuKa ['nca; criaaskeHHOCTh 6o nHBepeust 3y6ua 1 Bo Bcex
(xpome aVR) oTBeneHMsIX; HU3KOAMIUTUTY/HBIE 3youbl O, R, S
u T B CTaHIapTHBIX, YCUJICHHBIX OT KOHEUHOCTEH M JIeBbIX
IPYAHBIX OTBeACHUAX (PpHUC.2). YIbTpa3ByKOBOE MCCIIEN0BA-
nue (Y 3W) cepana nokasano ciefyopye pe3yibTaTbl: pacilm-
penue neBoro npeacepaust — 43 MM (HopMma 0 36 MM); MUT-
panbHas peryprutauus [-1I crenenu; TpukycnupansHas peryp-
rutauus [-11 crenenn; nerounast perypruranus I crenenu; yme-
PEHHOE KOJIMYECTBO >KUJIKOCTH B MOJIOCTH NIepuKapya 6e3 yrpo-
3b1 TammoHa/b! (200250 MiT); KiTanaHbl He U3MEHEHbI, HapylIe-
Huii cuctosyeckon (ppakuust Bbiopoca 71% no Teiixonbly) u
AMACTOIMYECKON (PYHKIMH Cep/illa He BbISIBUJIM, CUCTOJIMYE-
CKOE JIaBJICHNE B JIETOYHOI apTepuu 22 MM PT. CT. XOJITEPOB-
ckoe MoHnTopupoBanre DKI' 3HaUNMBbIX HapyIIeHW puTMa He
BBISIBUJIO.

HopmanbHble mapamMeTpbl CUCTOJINYECKO U ANACTOINYE-
CKOM (DYHKIIMM Cepfilla B OTCYTCTBUU KJIaNaHHBIX TOPOKOB HE
MO3BOJISIIM NOATBEPAUTD AUATHO3 3aCTOMHON CEPJICUHON HEMl0-
cratoyHocTu. OffHako obpaliaino Ha cebst BHUMaHKUE SIBHOE He-
COOTBETCTBHE KIIMHUKO-ayCKYJIbTATUBHOW KapTHHbI Pe3yJIbTa-
Tam Y 3U cepiua. B yacTHocTH, HE JTaHO OObSICHEHNE HATTMYUIO
TPEXWIEHHOTO PUTMA, KOTOPBIN paccMaTpUBaJICs Kak MaToJIo-
ruyeckoe pasasoeHue Il Tona cepaya, CBUIETEILCTBYIOIIETO O
HaJIMYMK CTOMKOr0 Pa3HOBPEMEHHOI'O 3aKPbITHUS KIIAllaHOB Jie-
TOYHOI apTepuy U a0PThl, YTO MAJIOBEPOSTHO MPU HAINYUN
HOPMAaJILHOTO IaBIIEHUS B JIETOUHOM apTepun. B cBs3m ¢ aTnM
MPUHSITO PEllICHNE O BLINOJHEHUN MALMEHTY 9XOKaprorpaduu
(Ox0KT') skcnepTHoro yposus. MccnegoBanne npoBeieHo B
PHIX nM. akan. 5.B. [1eTpoBCcKOro u BBISIBUIIO CIEAYOIINE
W3MEHEHNS: HEPABHOMEPHO yTOJIIIIEHHbIE (10 8 MM) 3a CUeT BbI-
paxkeHHOro (hubpo3a 1 KaJabLMHO3a JUCTKHU NEpUKapyia BOJIb
3a/JHEl CTEHKU JIEBOTO XKEJTy/I0UKa; HeoNpe/eJeHHO-NapajoK-
caJbHOE JIBIXKEHNE M U3TM0 CripaBa HAJIEBO MEXKEIYI0UKOBOI
neperopoaku (M2KIT) 3a cyeT MOBBILIEHHOTO AUACTOINIECKO-
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KOHCTPUKTHBHBIF NEpUKAPAMT y naumeHta ¢ Aecpuumtom VII hakTopa cBepTbiBaHus

Puc. 3. MPT cepaua (16.01.2017).

Crpenkamu yKasaH yTOJILIEHHbII epukapi. B nonoctu nepu-
Kapjia OTMEYAeTCsl HAIMYnUe )Kl/IpOBOfI KJIE€TYaTKN TOHmHHOﬁ
cnost 4-5 MM.

IO JIaBJIEHUs1 B TOJIOCTU MPABOr0 >KEJy0UYKa; HUXKHSS MoJiast
BeHa (HIIB) ve cnmamaercst Ha Boxe, B mpocseTe HIIB — BbIpa-
SKEHHbIN 3(p(PEKT CMOHTAHHOI'O 3XOKOHTPACTUPOBAHUST; IMa-
cTosMyeckasi AMC(YHKIMS MPABOrO U JIEBOTO XKEIyl04YKOB
III Tnna; HamMuKe >KUAKOCTHU B IJIEBPANIbHBIX MOJIOCTSX (CyM-
mapHo 3600 mu); JaBiIeHUE B JIETOYHOI apTEPUN HE MOBBILLICHO.
BeInonHeHa MarHuTHO-pe3oHaHcHast Tomorpacus (MPT) ceppi-
11a, KOTOpasi BbISIBUJIA YTOJIIIEHNE HAPYYKHOI'O JIMCTKA MepU-
Kappa 10 3—4 MM; Halu4re XXUPOBOU KJIETUYATKK B TIOJIOCTH Te-
pyKapya; napajuiesbHOe ABMXKEHNE MAOKap/a U NeprKapya; na-
panokcanbHoe aBuxkenne M2KII B auacTony; pacimmpenue mo-
JIOCTH npaBoro npepcepaust (52 mM; puc. 3).

Takum o6pa3oM, pe3ynbTaThbl NPOBEJICHHBIX UCCIIEIOBAHUI
M03BOJIMIIY BePUULMPOBATD JUArH03 KOHCTPUKTUBHOIO NEpU-
kapauta. ChopMyaMpoBaH CAeYIOUUI KIMHIYECKWI iuar-
HO3: KOHCTPUKTHUBHBII NEPUKAPANUT, XPOHUYECKast cepjiedHast
HefoctaTouHocThb Ila craguu, 111 pyHKMOHaNBHBIN Kitace mo
NYHA. I'mmonpoxkousepturemus (necpuuut FVII). Koncnmmy-
MOM, BKITIOYABIINM I'€éMaTOJIOr0B, KapAMOJIora U KapAMoXupyp-
T'OB, IPUHSTO pelIeH’e O NMPOBEACHUN NEPUKAPIIKTOMUN MPU
YCIIOBUM MHTPAONEPAMOHHON 3aMEeCTUTENBHON reMocTaThye-
cKoil Tepanuu peKoMOUHAHTHBIM VII (hakTOpoM cBepThIBaHUS.

OnepartusHoe sneuyenue nposeseHo 20.02.2017 r. 8 PHIIX
nM. akaji. B.B. [lerpoBckoro: cy6roTanpHasi MEpUKapAIKTO-
mus. JIoCTyn OCYyLECTBJIEH Yepe3 MPOJIOJIbHYIO CPEUHHYO
crepHoTOoMuUIO. [Tpu peBusru oGHApY>KEHO BbIpaxKeHHOe (hUo-
po3HOe yToJeHre nepukapya o 6—10 MM, THTUMHOE cpatie-
HHe niepuKapya ¢ anukapyioM (puc. 4, cM. Ha IBETHOM BKJIEH-
Ke). BbInosHeHbI KapAuon3 U NepuKapA3KTOMHUS NIPaBbIX (10
YPOBHsI inachparMajibHOro HeEpBa, BKJIK0Yas NOJIbIE BEHBI, IIpa-
BbIl 3KEJyJI0YeK 1 MpaBoe Mpejicep/ine) U JeBbIX (BepXylika
cepyia, 6azanbHble OT/IEIIbI JIEBOIO XKeNyl0uKa, Auadparmalb-
Hasi IOBEPXHOCTh NMEpUKap/ia) OT/EIOB cepiua (puc. 5, cM. Ha
LBeTHOI BKiIelike). [emMocTa3 o6ecneunBancs: peKOMOUHAHT-
HBbIM aKTUBUpPOBaHHBIM VII pakTOpOM CBepThIBaHMS UHTpA-
ONEPALMOHHO U B TEUEHUE BCEro Neprofia 3aXKMBJIEHHs Tocie-
OMNepalyOHHOI paHbl. IHTpaonepayuoHHas KpoBonoTeps Oblia
MUHUMAJIBHOI, TEMOPParniyeckKux OCIIOXKHEHUII B OCIeonepa-
LMOHHOM NEepHOofie HE Pa3BUIIOCH.

ITocne onepaTuBHOrO BMELIATEILCTBA HAOJIO/1aIM BbIpa-
>KEHHY0 TOJIOKUTEJIbHYI0 KIIMHUYECKYIO IMHAMUKY: perpecc
OfIBILLIKN 1 OTEKOB, MOBBILIEHHE TOJEPAHTHOCTU K (PU3UIECKON
Harpyske. [Ipu OKI" yepes 6 Hep mocne onepauun onpenesns-
JI0Ch BOCCTAHOBJIEHUE MOJIOXKUTENbHBIX 3yOL0B T B IPY/HBIX
oTBefieHMsIX. Y 3 cepaina mokasasno yiayuyllleHue AuacToInye-
CKOI (hyHKIIMM TIPABOTO >KENIyIoUKa cepfla B AUHaMuKe (5 Mec
HaGJIOfIeHNs1), YBEJIMUeHne HACOCHO! (PYHKIMU 1 MTPOU3BOJN-
TEJIBHOCTH CEPAA, YJIyUllleH!e BHY TPUCEP/IEYHOT0 KPOBOTOKA.
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Ha MOMeHT onucaHusi JAaHHOTO KJIIMHUYECKOTO CITyyvast JIJTu-
TEJLHOCThL HabJoieHust cocTaBisieT 12 mec. CocTosiHMe U ca-
MOUYBCTBUE MALMEHTa OCTATCS CTAOMUILHO Y/IOBJIETBOPH-
TEJILHBIMH.

O06cyxaeHne

KOHCTPUKTUBHBIN NMEPUKAPANUT SBISETCS HEYACTbIM, HO
KpailHe TS>KeJIbIM MOCJIE/ICTBUEM XPOHUYECKOI0 BOCTAICHUS
nepuKapya 1 pu OTCYTCTBUU CBOEBPEMEHHOT'O XUPYPruuecKo-
ro BMEULIATeJIbCTBA MOXKET UMEThb (haTajbHble NOCIIEACTBUSI.
YcraHoBiIeHHE IMarH03a KOHCTPUKTUBHOTO MEpUKapinTa Tpe-
OyeT TIIATeJbHOrO aHAJIM3a AHAMHECTUYECKUX , KITMHUYECKUX,
J1a60PAaTOPHbIX U MHCTPYMEHTANbHbIX AaHHBIX. Juddepenuu-
albHasl IMArHOCTUKA MOXET IPEACTABJISITh 3HAUUTEJIbHbIE
TPYHOCTH. B Hailem cityyae npuyMHON MPaBUIIBHOTO HAINPaB-
JIEHUs JMarHOCTUYECKOro MOMCKa SBUIIOCh HECOOTBETCTBUE
JaHHBIX (PU3MKAILHOrO 0OC/EI0oBaHMsI MALUEHTa Pe3yIbTaTaM
MHCTPYMEHTANIbHbIX METOJIOB UCCIIEJOBAHMUSI, KOTOPbIE, Ka3a-
JIOCh, WCKJIIOYAIM XPOHMYECKYIO CEp/IEYHYIO HEeJ[0CTaTO4-
HOCTb. AyCKYJIbTaTUBHBII (peHOMEH (TPeXuJIeHHbIN PUTM), Kak
CTAJIO SICHO T03Ke, OOBSICHSIICS] HATMUMEM NepUKap/-TOHA, Bbl-
3BaHHOr'0 KOoJieGaHUeM MJIOTHOTO NepuKapya B AUACTOIY .

OT/esbHBIM BOIIPOCOM, KOTOPBIH 3a4acTyl0 ocTaeTcs 6e3
OTBETa, SIBIISETCS ONpe/e/IeHNe ITUOJOIMU KOHCTPUKTUBHOTO
nepukapaura. Hambonee pacnpocTpaHeHHble IPUUYMHBI Pa3BU-
TSI KOHCTPUKLMY CepJilla, BKIIIOUasl TyOepKyJIe3Hblil poLecc,
y HAllero MalyeHTa He UMEITN MOATBEePXK/CHMS .

B Hatem ciyyae pa3BuTHE KOHCTPUKTHBHOIO NEepUKap/u-
Ta, MAaHN(ECTUPOBABLLIETO FeHePaIN30BAHHBIM OTEUHBIM CHH-
APOMOM, MOCIY>KUJIO OCHOBAHUEM J1JIs1 0OCIIEIOBAHNSI, KOTOPOe
B CBOIO OY€pe/b BBISIBUIIO peyaiilyio MaToJIOr1I0 CBEPThI-
Barotei cucteMbl KpoBu — fepunut VII pakTopa cBepThIBa-
HUS1, BEPOSITHO, HACJIe/ICTBEHHOr0 XapakTepa. Koarynonatus y
34-neTHero 60JBLHOTO He UMeJla KIIMHUYECKUX NPOSIBIIEHUH, Of-
HAKO MPU FMCTOJIOTMYECKOM HCCIIeIoBaHUU OMONTAaTa JIErKoro,
MOJIyYEHHOTO MPH AMArHOCTUYECKON TOPAaKOTOMUH, BBISIBUIIU
OUEBU/IHbIE MPU3HAKHU JIATEHTHOTO reMOPParmieckoro CUHApo-
Ma — ouary KpOBOM3IIMSHUI U FeMOCHIepO3a. Y UUThIBasi HAU-
Yyrie MOpP(OJIOrMYECKNX MPU3HAKOB JIATEHTHOTO reMopparuye-
CKOr'0 CHH/JpOMa B OMoNTAaTe JIErKOro, BecbMa BEPOSITHOM Mpefi-
CTaBJISIETCSI BO3MOXKHOCTH KPOBOUBJIMSIHUI B MOJIOCTh NMepu-
Kapya, NpUBeJIINX B UTOre K CPALIEHUIO NepUKAPAUATIbHBIX
JIMCTKOB. PakTOPOM, CITPOBOLMPOBABIIMM FeMOPParuueCcKuit
CUHAIpOM Y Haiero naupenTa c fecpunurom VII cpakTopa cBep-
TBIBaHMSI, MOTJIA SIBUTHCSI MHTEHCHUBHAS (pU3MUecKasl Harpy3Kka
BO BpeMsl IOITOTOBKHU K 3a0ery Ha MapachOHCKYIO IUCTaHLUIO.

AHanu3 JaHHBIX JIMTEPATyPhl BbISBUJ JIMIIb OJIUH CITyyai
KOHCTPUKTHUBHOIO NMepUKapuTa y O0JLHOIO C Hacle[ICTBEHHON
KoaryjonaTtuuei — remounueit A. JlocToBepHO yCTaHOBUTD
9TUOJIOrNYECKUil (DAKTOP, IPUBEALINI K Pa3BUTHIO KOHCTPUK-
U1 cepjilia, aBTOPaM CTaThH He Y/1aJock. BrinonHenue nepu-
KapJ?KTOMMN PacCMaTPUBAIIOCh, OJJHAKO M3-32 OTKa3a MalueH-
Ta OT ONepaLyy NPOBOAMNIACH TOJIBKO KOHCEPBAaTUBHAS Tepa-
nust, NpUBeLIasi K CTaOUIM3aluK COCTOSIHUS alyeHTa [6].

3akAloueHue

Ham onbIT nmokasasn, 4To Nepukapa’KTOMUS MOKET ObITh
NpoBefieHa MPY KOHCTPUKTUBHOM MEPUKAPANTE Y TALUEHTOB C
HACJIe[ICTBEHHOI MAaTOJIOTMeil IMIa3MEHHOTO TeMocTasza Mpu
yCJIOBUM OOecreueHnsl afieKBaTHOI 3aMEeCTUTENIbHOI FreMOoCTa-
TUYECKOIl Teparnuu.

Y mauueHTOB ¢ aCUMITOMHBIM TEUEHHEM KOaryJsora-
THI1, OYEBUJIHO, MOKET HAOIIOAThCS CKPBITHIN TeMOopparu-
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P.B. lNoHomapeB 1 coaBT.

YeCKUl CUH[POM, CIPOBOLUPOBAHHBIA MH(EKUNOHHBIMU
3a00JIeBaHUSIMU, MHTEHCUBHOMN (DU3UUYECKOIl HArpy3Koi u
APYTMMH IPUYNHAMU, UTO MOXET CIIY>KUTh O0OCHOBAHUEM
JONOJHUTENbHbIX OKA3aHUI K HA3HAUEHUIO NPOQUIaKTH-
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