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OCHOBHBIE MOJIO’KEHHS
* B crarhe mpeacTaBiICHbl COBPEMEHHBIC JIUTEPATYPHBIC JAHHBIC O JUCIUIA3MUA COCIAUHUTEIbLHOM
TKaHHU y JCTEeH B COUYCTAHHMHU C KJIAIlAHHBIMK MOpoKaMu cepia. OnucaH KIMHHYECKAN CiTydai peOcHKa
C HEJI0CTATOUYHOCTHIO A0PTAILHOTO KTanaHa Ha (DOHE AMCILIa3UH COCTUHUTEIbHON TKaH!, 0COOCHHOCTH
MO CJICOTIEPAI[HOHHOTO TIEPUOJIa U OTAAICHHBIC PE3YJIbTaThI.

IIpoBeneH aHANIU3 METUITMHCKON JOKYMEHTAI[MH MalMeHTa JETCKOrO BO3pacTta
C BBIPQKEHHON HETOCTATOYHOCTHIO a0PTAILHOTO W MHTPAIBHOTO KIIAlTaHOB Ha
(done cunapoMa HeAU(PPEPESHIIUPOBAHHON TUCIUIA3UU COCAMHUTEIBHON TKaHU.
W3yyanach AMHAMHKA KIMHHYECKUX, JTAOOPATOPHBIX MOKa3aTesei, pe3yasTaToB
HHCTPYMEHTATBHBIX UCCIEIOBAHUN 10 U TIOCTIE OMEPATHBHOTO JICUCHHS, a TAKKe
OT/IaJIEHHBIE PE3YIbTATHI, BKIIIOUAs OICHKY Ka4eCTBa KU3HH.
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Highlights
» The article highlights recent data about connective tissue disease combined with valvular heart disease.
A clinical case of a child with aortic valve regurgitation and connective tissue dysplasia who underwent
aortic valve replacement is reported. The postoperative period and long-term outcomes are presented.

Medical records of a patient presented with severe aortic and mitral regurgitation
and connective tissue dysplasia were reviewed. Clinical, laboratory and

Abstract . . .
instrumental findings were collected at baseline and after the surgery. Long-term
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HAIID — WHTHOWTOPHI AaHTHOTEH3WH-TIpeBpariaronero 1K — TPUKYCIUIAIbHBIN KJanaH
— (epmeHTa OB JIXK — ¢pakmms BEIOpoca JIEBOTO JKemyA0dKa
MK  — MuTpampHBIN KJarmaH OKI'  — smekrpokapanorpadus
HHCT  wnacnmencrBeHHbIe HapymeHus coemuauTenbaol  DKMO — skcTpakopropaibHas MeMOpaHHas
— TKaHHU OKCHUT€HAIHs
OP — OTAENEHUs peaHNMAaIuN OxoKI' — »sxokapauorpadus
CT — COCIUHMTEINIbHAs TKaHb

BBenenune

B crpykrype oOmieii nerckoi MHBAJIWAHOCTH Ha
MIPOTSHKCHIUH MHOTHX JIET 2—3-€ MeCTO 3aHMMAaeT WH-
BaJIMJIHOCTb, CBSI3aHHASI C BPOXKICHHBIMI aHOMAIHSIMU
pa3BUTHS, TPETh M3 KOTOPHIX COCTABIISIOT BPOXKIICH-
HBIC TIOPOKH ceparia U cocynoB [2]. Cpemu MHOKECTBa
Pa3HOBHUIHOCTEW BPOXKICHHBIX ITOPOKOB CepIia 0Co-
00€e MeCTO 3aHMMAIOT KJIallaHHbIE TIOPOKHU: KIaraHHbINA
CTEHO3, KJalaHHass HEJIOCTaTOYHOCTh WJIM TIPOJarc
knarmana [4, 6]. [lopoku kamaHoOB BO3HHKAIOT, KOT/IA
HAOJIOAeTCsl HETIOIHOE 3aKpPhITHE KiIallaHa WM JKe
HE/IOCTAaTOYHOE €r0 OTKPBITHE, YTO MPUBOIUT K Hapy-
IICHNUIO BHYTPUCEP/ICYHON reMonHaMUKu. [[puanHsl,
MPUBOAAIINE K OOJE3HM KJIAaHHOTO ammapara cep-
11a, MOTYT OBITH pa3Nnu4Hbl. B 1eTcKkoi KapIuoIorun 1
KapIMOXUPYPIUH CIIEIUAIMCTHI Yallle THarHOCTHPYIOT
BpPOXKJIEHHBIE aHATOMHYECKHE Ne(eKThl KJIarmaHHOTO
ammapara, MPUINHON KOTOPBIX, KaK M3BECTHO, MOTYT
OBITH IEpeHeCeHHbIe NH()EKIINY, IMMYHHBIE BOCIIAJIH-
TeJbHBIE TIPOIIECCHI, a TaK)Ke HacIleJICTBEHHBIE Hapy-
menus coequautenbHon Tkanu (HHCT) [1].

HHCT — rereporennasi rpymnma MOHOTEHHBIX 3a00-
JIeBaHUH, 00yCIOBJICHHBIX TeHETHYECKUMHU JAeeKkTamu
CHHTE3a W/WIM pacrana OeJKOB BHEKJIETOYHOTO Ma-
TpHKca 00 HapyIIeHneM MopgoreHe3a COeTMHUTENb-
ot Tkauu (CT). [lucmmasuy COeAMHUTENBHON TKaHU
(ACT) — HHCT mynsTudaxropuaibHON TPUPOIBL, 00H-
€IMHEHHBIE B CHHIPOMBI U ()EHOTUITHI HA OCHOBE OOIII-
HOCTH BHEIIHUX W/VJTM BUCIIEPATFHBIX IPU3HAKOB U Xa-
PaKTepHU3YIOIHECS] MHOTOOOpa3ueM KIIMHUYECKHX TTPO-
SBJICHUH — OT JIOOPOKAYeCTBEHHBIX CYyOKIMHUYECKHX
(hopM 10 TIOTMOPTAaHHON W TIOTMCUCTEMHOMN MaTOJIOTUN
¢ mporpenueHTHBIM TederneM. Kinaccndukarnus HHCT
BBIJICJISIET JIBE€ OCHOBHBIE rpymmbl. [lepBas rpymma —
9TO MOHOTEHHBIE 3a00JIEBaHUS C BBISIBICHHBIM THIIOM
HACJIEIOBaHUS W OYEPUEHHOM KIMHUYECKOW CHMIITO-
MaTHKOW: cuHIpoMBl Mapdana, Dnepca-/lanno, Heco-
BEPIIICHHBIA OCTEOTEHE3, PSIA IPYyTUX CHHAPOMOB [7]. B
AHIIOS3BIYHBIX CTPaHaX JJIsl UX 0003HAYECHHUS HCIIOb-
3yIOT TIOHSITHE «HACJIe/ICTBEHHBIE KOJJTareHOBBIE 00JIe3-
Huw» (Hereditary Disorders of Collagen) mmm «reneru-
yeckre KoiutareHoBble 6ome3am» (Genetic Disorders of
Collagen) [7]. Bropast — 3To TeHETUIECKHU TeTepOTeHHAS
rpyTma AeTe ¢ KOHCTUTYIIMOHAJIBHBIMA OCOOCHHOCTS-
MU COETMHUTENIFHON TKaHHU, KOTOPBIE COCTABIISIFOT OCHO-
BY JUTsI (JOPMHUPOBAHHS MTATOJIOTHH PA3INIHBIX OPTaHOB.

Benenctere oTcyTCTBUS TOUHOM THArHOCTUKY TTOMYJIs-
rmonHas gactora JICT He m3ydeHa, omHAKO BCTpeda-
I0TCSI OHM 3HAYUTEIIHHO Yalle MOHOTeHHBIX (opm [12].
JCT BrimrouaeT Takue CepACYHbIC aHOMAJIUH, KaK HU30-
JIMPOBAHHKIH MpoJIATIC KJlarnaHa Cep/ia, Mpoyarncsl cpa-
3y HECKOJIBKUX KJIAIlaHOB CEp/Illa, U30JIMPOBaHHAS a0p-
TaJbHas perypruTanys, aHeBpru3Ma JISTOYHOW apTepuu
u qp. CyIecTByIOT aHOMAJIMK COEANHUTEIBHOM TKaH!
U B BHJIC CTEPTHIX, He(D(HepeHIIMPOBAHHBIX (OPM, KO-
TOpbIe OOBENHSIOT B TAKOE TIOHSITHE, KaK «JIUCILIA3US
COCTUHUTETIFHON TKaHW» [7], WIM Takue W3MEHCHUS
COCIMHUTETIFHON TKaHH, ()CHOTHITMYECKHE W KIHMHH-
YeCKHe MPOSBIEHUS MPH KOTOPBIX, C OTHON CTOPOHBI,
CBUJICTENILCTBYIOT O HAJIMYNHU COETMHUTEIbHOTKAHHOTO
nedekra, a ¢ APyrod — He YKIIaIbIBAIOTCSI HU B OJIH U3
U3BECTHBIX T'€HETHUECKH OOYCIIOBIECHHBIX CHHJIPOMOB
ME3CHXUMAaJILHOU HETOCTaToOYHOCTH [12].

Bce nposisienns HHCT noapazaenstorcs Ha rpyn-
bl B 3aBUCHMOCTH OT BOBJICUEHHBIX B IaTOJIOTHYe-
CKUH TIpoIiecc opraHoB u cucteM. Haunbosee dyacThiM
nposienenneM HHCT cepaedno-cocyaucToit cucTeMsl
SIBIISTFOTCS KJIallaHHBIE TTOPOKH cepana [5]. B ocHoBe
JTUCTIACTHYECKUX H3MEHEHHUH CTPYKTyp cepaua Jje-
KUT fedekT cuHTe3a koyutareHa III Tuma, KoTOpsIit
BEJICT K NCTOHUEHHIO (PUOPO3HOTO CIIOsI, YBEIMUCHHIO,
Pa3pBIXJIEHUIO CTBOPOK KiamaHoB. [Ipu 3ToM B reHe-
TUYECKH JIeTEPMHHHPOBAHHOM TIIpOIIecce paspyla-
eTCsl M YTPauMBaeTCsl apXUTEKTOHHMKA KOJIIAT€HOBBIX
U 2JIACTUYECKUX CTPYKTYpP COEAMHHUTEIHHON TKaHHU C
HAKOTUIEHHWEM B PHIXJIOM (HOPO3HOM CJI0€ KHCIBIX MY-
KOTIOJIMCAXapHJIOB, YTO HE CONPOBOXKIACTCS IMPHU3HA-
KaMu BocrnaneHus. Knanansl cepaua, Oyaydu coenu-
HUTEIFHOTKaHHBIMU 00pa30BaHUAMH, MOBPEKIAIOTCS
B TIEPBYI0 ouepe/ib, U Hauboiee 4acTo pa3BHBACTCS
muchyHKIMs MuTpaigbHoro kiamaHa (MK) — kak B
M30JIMPOBAaHHOM BHJIE, TaK U B COUETAHHUU C JIPYTHUMHU
BPOXKICHHBIMU MJIH IPUOOPETCHHBIMHU MTOPOKAMH.

B cooTtBercTBHU ¢ O0IICTIPU3HAHHBIMA TTOAXOAAMHI
cTparuuKanys pucka CepieqHO-COCYIUCTBIX OCIIOXK-
HEHUM M CMEpPTH TpH KJIaaHHBIX MOpPOKax OJDKHA
OCHOBBIBAThCS, IPEK/IE BCETO, HA OLIEHKE CTENEHH BbI-
PaXXEHHOCTH PErypruTalii M OIpeeIeHUH TOJIIHU-
HBI CTBOPOK KiaraHa. [locienuss xapakTepusyeTr Ha-
JIMYMe M CTENEeHb BBIPAKEHHOCTH MX MHUKCOMAaTO3HOM
nereHepaiiui. OCHOBHYIO pOJIb B Pa3BUTHH MHKCOMa-
TO3HON JeTeHepaly KJIAlmaHOB OTBOJAT MATOJOTHH
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AKCTpALEILTIONApHOTO Marpukca. OmmcaHa penkas Ha-
ciienicTBeHHas (hopMa MUKCOMATO3HOM AUCTPODHH Kita-
MIAHHOTO arnapara clerieHHas ¢ X-xpomocomoil. Cun-
JIPOM XapaKkTepU3yeTCs MPOrpeCCUPYIOLINM OPaXKEeHHU-
€M MUTPaJIbHOTO WIIN/U aopTaibHoro, nHorna TK cepa-
11a. Kak n3BecTHO, TIpH TONIITUHE CTBOPKU S MM 1 OoJiee
JIOCTOBEPHO TIOBBIIIAETCSI CyMMapHasi BEpOSTHOCTD
BHE3AITHON CMepTH, SHIOKapANTA U LepeOpaIbHBIX M-
0oJnii, BEPOSITHOCTh Pa3BUTHS KIIalTaHHOW HET0CTATOY-
HOCTH, Pa3pbiBa XOP/, )KEITYIOUKOBBIX HAPYIICHUN PUT-
Ma ¥ TaKue MalUeHThl MOTYT ObITh OTHECEHBI K TPYTIIe
BbICOKOTO pricka [9]. Jleuenue 3aboseBaHusi HE pa3pa-
00TaHO, OHAKO 0OOCHOBAHO HAa3HAYCHHUE MPENapaToB,
VAYYIIAOINX ON0IHEPTeTHIECKUE TTPOIECCHI B TKAHAX
(maraepoT, teBokapHUTHH, KodH3uM Q10) [9].

Henan: npeactaBUTh KIMHUYECKHE U MHCTPYMEH-
TaJbHbIE 0COOCHHOCTH PeOCHKA C BBIPAKEHHOH HeI0-
CTaTOYHOCTHIO aopTanbHoro 1 MK ¢ nmpr3HakaMu MUK-
comaro3a Ha ¢one cuaapoma HHCT.

B teuenue 7 net moj HabMOAEHNEM HAXOAUIICS Ye-
THIPHAALATUIIETHUH MaJIbUUK, IEPEHECLINH onepannio
MpOTe3upoBaHus aopraibHOro kiamaHa (AK) B BO3-
pacre 11 et B HayuHo-ucciaea0BaTeibcKkOM UHCTUTYTE
KOMIUTIEKCHBIX MPOOJIEM CepAeuHO-COCYIUCTHIX 3a00-
neBanuii I. Kemeposo. [IpoBoausicst peTpocneKTHBHBIHN
aHaJM3 MEIUIMHCKON JAOKyMEeHTauuu (amOyiaTopHast
KapTa TMarueHTa, MEJIWIMHCKAE KapThl CTalllioHAap-
HOTO OOJIFHOTO, TPOTOKOJNBI OIEpaNnii), MU3ydalanch
pe3ysbTaThl MYJIBTUCIUPAIBHON KOMIIBIOTEPHOU TO-
Morpapuu, IMHAMHUKA KIMHAYECKUX JaHHbIX, JJabopa-
TOPHBIX M AXOKapauOrpauuecKux MmoKazaTelei 10 u
MOCIIE OTIEPATHBHOTO JICYCHNS Ha CTAIIHOHAPHOM H aM-
OynaropHoM aTamnax. [IpoBesieHa KOMIUIEKCHAs OLIEHKA
COCTOSIHMS 3710pOBBs 10 onpocHUKy «PEDsQL», mo-
JTUGUITIPOBAHHOTO 0] KapIUOIOTHUECKUNA MOYIIb.

Cpasy mocie poxaeHus y peOeHKa OBIT 3a1o03peH
MOPOK cepana (ayCKyJabTaTUBHO OIPEAETISIICS CHUCTO-
JIMYECKUH IIyM HaJ OONAacThIO cepAlia), OAHAKO MO pe-
3ynbTaraMm 3xokapauorpaduu (3xoKI') Obu10 BISIBICHO
JIUIIb OTKPBITOE OBaJIbHOE OKHO. B nunamuke IxoKI
He TpoBoawiack. [Ipu aHamm3e amOyIaTOpHON KapThl
MarKeHTa ObUIO BBISBICHO, YTO B 2-JIETHEM BO3pac-
Te peOeHKa MpPU BBIIOJHEHUH JIEKTpOKapAnorpadpuu
(OKI') 3aperucTpupoBaHO PE3KOE OTKIOHEHHE 3JIeK-
TPUYECKOH OCH Cep/Ila BIPaBO, OTMEUAIUCH MPU3HAKH
THNIEPTPOGUH TPABOTO JKENY/IOUKa, HETOMHas OJIoKa1a
[IPAaBOM HOXKKM ITyuka l'Mca, yKOpO4YeHUE HUHTEpBala
PQ u muddysHble HapyLIIeHHS POLIECCOB PETIOISIPH3a-
. C naaaeivu DKI-m3MeHeHnsIMH peOeHOK y JieT-
CKOTo Kapauosiora He HaOmonancs. [lanee mo qaHHBIM
amMOyJIaTOpHOM KapThl peOeHKa ObLIO BBISICHEHO, YTO B
BO3pacTe 6 JIET B paMKax JUCIAHCEPU3AlUN MaJTbuUKY
BIiepBbie Obla npoBeaeHa DxoKI, 1o pesymsraraM Ko-
TOpOH OblTa TMArHOCTUPOBAaHA HEJOCTAaTOYHOCTH MH-
TPaJIbHOTO, A0PTAJIBHOIO M TPUKYCIHUIAIBHOTO KJiara-
HOB (TK) ¢ Mukcomaro3ubiMu u3mMeHeHusIMu. [lareHTy
ObLITa peKOMEH I0BaHa KOHCYJIBTAIHs TeHETHKA, OBLIT BBI-

CTaBJICH nuarHo3: HenuddepeHmpoBaHHas TUCTUIA3HS
COEIMHUTEIbHON TKaHHU, DIUIEPCO-TIOJOOHBIN (DEHOTHIT
YU PEKOMEHJ/IOBaHA MEIUKAMEHTO3HAs Teparusi WHIH-
OWTOopaMy aHTHOTEH3HMH-TIpEBpaIiaroniero (epMeHTa
(nAII®D) u MoyeroHHBEIMH TIpemniapaTamu. HaznaueHHOE
nedeHne peOeHOK He momydai. B Bospacte 11 met mo
MECTY KHTEJIbCTBA Y PEOCHKA BBISBIICHA KapJuOMera-
Tvsl, CHIDKeHHE (pakIuu BHIOPOCA JIEBOTO JKEIYI0YKa
(®B JIX). Masuuk TOCIIHTATN3UPOBaH B KapIHoJI0-
THYECKOE OTACJICHUE, T BBIIBICHA PETyprUTAIHS HA
AK 4 ct, nucnimactuyeckue nusmenenus TK, MK, 3Hauu-
TeNbHAs IuiaTaius JieBoro xxenynouka, @B JIK 43 %,
BH3YaJIM3UPOBAINCH YYAaCTKH UCKHHE3WH MHUOKapIa.
MKCT cepama u cocyIoB IpyTHX W3MEHEHWH HE BEI-
seuia. [lo pesynsraram MPOBEIEHHOTO XOJITEPOBCKO-
ro MonutopupoBanus DKI' uMenu mMecto HapylieHHS
pUTMa cep/iia B BUE JKEITYIOUYKOBOW IKCTPACHCTONHH,
«IIPOOEKEK» JKEMYITOIKOBON TaXUKAPIIUH.

IIpn OOBEKTHBHOM OCMOTpPE OTMEUAINCh TMPH3HA-
KU CEepJCYHON HEAOCTATOYHOCTH B BUJE OBIIIKU, YCH-
JMBABLICHCS MPU JUTMTENBHON (PU3MUYECKOM Harpyske,
ydJacTHe BCTIOMOTATeJIbHOW MYCKYJATyphbl B aKTe JIbIXa-
Hust. Ha OCHOBaHMH KJIMHHUYECKOW KAapTHHBI U JTAHHBIX
HHCTPYMEHTAIBHBIX METOOB OOCITICIOBAHHS MATBUUKY
OBLJIO MPOBEJCHO ONEPaTHBHOE JICUCHHUE TOPOKA CEp/La.

B ycnoBusX HCKYCCTBEHHOTO KPOBOOOpAICHHS
BBIMOJHEHO Tpore3upoBanne AK MexaHWYEeCKHUM
npote3oM «St.Jude-23» (St. Jude Medical, CIIIA). B
WHTPAOTICPALIMOHHOM TIEpUOIE HE OTMEUajaoch Ka-
KHX-IIN00 OCOOCHHOCTEH, cepiedHas esTeIbHOCTh
BOCCTaHOBMJIACH CITYCTA 5 MHUHYT TOCIE CHATHS 3a-
JKUMa C aopThl, OTIIYYeHHE OT MCKYCCTBEHHOTO KpO-
BOOOPAIICHHSI BBIMOJIHEHO MPU MHHHUMAJIBHBIX J103aX
HHOTpOnHOM mopnep:kku. IlocneonepaioHHbIN me-
pHOJ TIPOTEKall ONarompusTHO, W Yepe3 CYTKH Iallu-
eHT ObLI mepeBeneH u3 oraencHus peannManuu (OP)
B Kapauoxupypruto. Ha moment nepeBoga ®B JDK
obuta 40%. Ha 7-e cyTku mocie omepauuu oTMeya-
JIOCh HapacTaHUE CHMIITOMOB CepACYHON HEeIOCTaTod-
HoctH, cHmkenne @B JIK mo 18%, u pebeHOK BHOBD
6su1 mepeBeneH B OP. B mepBble wackl mpeObIBaHuUs
B pCaHMMAIUM y MajbuMKa B KIMHUYCCKOW KapTHHE
CTPEMUTENBHO TIPOTPECCHpOBAlIa Cep/ieuHasi HeIOoCTa-
TOYHOCTB C IMOCIIEAYIONIUM Pa3BUTHEM KapIHOT€HHOTO
moka Ha (POHE HapacTAIONINX /103 HHOTPOITHBIX Tperna-
paroB. DKCTPEHHO MOCPEICTBOM KAHIOJSIIIUUA OCpeH-
HOH BeHbI W OCApEeHHON apTepuu Havarta Mpoleaypa
BEHO-apTEePHAIILHON HKCTPAKOPIOPATLHOW MeMOpaH-
Ho#t okcurenanmu (OKMO), Grmarogapst ueMy yaaixoch
JIOOUTHCST  cTa0win3anuu  remMoauHaMuku., CrycTs
yac nocne Havana DKMO auarHoCTUpOBaHa TaMIIO-
Haja cep/ma. B onepalmoHHON TpHU pecTepHOTOMUH
oOHapykeHa W ymuTa nepdopalns CTEHKH TPaBOTO
xKenmynodka. MIHTencuBHas tepanusi Bo Bpems DKMO,
MIOMUMO CUMIATOMUMETHYECCKOU MOANCPIKKHU, TOMOI-
HSUTaCh OJHOKPAaTHOM MH(QY3uel leBocumennana. Ha
5-€ CyTKH OT Hayaja 3KCTPaAKOPIOPATIbHOMI
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MOJICPKKK Ha ()OHE CTaOWIIN3AlUU TeMOJUHAMUKHU U
BOCCTAHOBJICHHUS] COKPAaTUTEIBHON CIIOCOOHOCTH MHO-
kapna nporeaypa DKMO Opura npekpammena. Cnemyer
OTMETHTD, UTO Y peOCHKA MTPUCYTCTBOBAIH JTabopaTop-
HblE U MHCTPYMEHTAJbHbIC NMPU3HAKH TIOBPEKIACHUS
MHOKap/a, OJHAKO JAMAarHOCTUYECKOTO YPOBHS IIO-
ciennue He nocturanu. Ha 12-e cyTku HaxoxaeHus B
peaHnManuy y ManueHTa OTMEYaeTCsl KIIMHUYEeCKast U
nabopaTopHasi KapTHHA TCHEPATN30BAaHHON MH(EKIHH
0Py OTPULATENBHBIX OaKTEePUOIOTHYECKUX TECTax,
Ha3HaueHa KOMOMHALMsI aHTHOMOTHKOB pe3epBa. 3Ha-
YEHHE TECTa aKTUBHOCTH YHAOTOKCHHA cocTasmio 0,7.
KomernanbHo OBUT0 IPUHSTO PELIEHHE O TPOBEICHUH
ceaHca CENICKTHMBHOW COpOLUM JIMIONONUcaxapuia ¢
MOJIOKUTENbHON auHamukor. Ha 16-e cyTku mpeObl-
Banusa B OP cocrosiHne peGeHka cTabuIn3upoBaIocCh,
OB JIXK ysenuuniace 10 39%.

CTOouT TaKke OTMETHTb, YTO MAIMEHTY OBbLIO Mpo-
BEJCHO THUCTOJIOTHMYECKOE HCCIe0BaHEe MHOKapAaa
yIIKa [paBOro NpeACepaus: B Marepuane ObUIM Haii-
JICHbl MHUOKapAUOLMUTBI C PO30BOM ITUTOIUIA3MOM, C
MEJIKUMHU  BBITSHYTBIMH HOPMOXPOMHBIMH  SIIPAMHU.
DOHAOKapA M SNHKap[ YTONIIECHbI, (HUOPO3UPOBAHEI,
MYYKH KOJUTareHa MeCTaMH PacroioKeHbl IIOTHO. OT
9HJIOKApJla TOHKHE KOJIJIar€HOBBIC BOJIOKHA BPAacTaOT
B MHOKapa. Ha oTnenpHBIX ydacTKax MPUCTEHOYHBIC
(hubpuHOBBIE TPOMOBI. BBUTO CclienaHo 3akioueHue o
HaJIMYUU MOp(dosornueckoit KapTunsl GudposIacTosa
C IIPUCTEHOYHBIM TPOMOO30M, YTO CBUAETEIILCTBOBAJIO
0 HEONarompUsATHOM IPOTHO3¢ U HEIPPEKTUBHOCTH
(dapmakorepanuu. Tem He MeHee, Ha (OHE Teparu,
KOTOpasi MpOBOAMJIAChH B TeueHue 6 mecsies, — HAIID
(aHanmampui 2,5 Mr/cyT), MOYETOHHBIE TIpeTaparsl (TH-
MOTHA3U] 25 MI/CYT, Ta3UKC 5 MT/CyT), TUTOKCHH 125
MKr/cyT, Bapdapun 3,125 mr/cyt, kapauomaraun 50
MT/CYT U BBICOKME 103bI L-kapHutnHa mo 10 mu/cyT
(100 Mr/kr) — IpU3HAKH CepIeYHON HETO0CTAaTOUHOCTH
kynuposanuck, @B JIK, no nanueim 9xoKI, Hopma-
mu3oBanack. MAIID M aHTHUKOATYJISHTHI HEMPSIMOTO
JEHCTBUS MAIMEHT IOJydaeT MO HacTOsIIee Bpems,
JUTOKCUH ObLT 0OTMeHEH npu (pakuuu BbiOpoca JIK
67%, L-xapHUTHH — 4epe3 6 MecsALeB MOcie onepa-
TUBHOTO JiedeHus. BaxHO OTMeTHUTh, 4TO L-KapHUTHH,
o0ecreunBaeT TPAHCIIOPT KUPHBIX KUCIIOT B KJIETKaX
u obpazyer ATD-MomneKyibl, KOTOpPBIE CIYKaT UCTOU-
HUKOM DHEPTUM ISl BCEX OPraHU3MEHHBIX IIPOLIECCOB.
[Ipenapar okxa3pIBa€T AHTUTHUIIOKCHYECKOE, aHabo-
JMYECKOEe BO3ACUCTBHE, 00ECIIEUUBACT CTUMYIISIIUIO
pereHeparuBHOM akTuBHOCTH TKaHed [3]. Ha done
JaHHOW (hapMakoTeparuu oOIIee COCTOSHUE HOP-
MaJIn30BajoCh, y PeOCHKAa KYNUPOBAIHCH MPU3HAKH
CepIeYHON HEMOCTAaTOYHOCTH, MO HaHHBIM OXoKI,
YMEHBIIWINCH TPU3HAKU PEMOACITUPOBAHMS MHUOKAp-
na, HopmanuzoBanace ®B JIK, nunamuka KoTOpOro
npezacrasieHa Ha Pucynke.

Yepes 3,5 rozga nociie NpoBeAECHHOTO ONEepaTUBHO-
TO BMEIIATENIbCTBA HAa aMOyIIaTOPHOM JTarle MarueHTy

ObU1a TPOBEJCHA KOMIUICKCHAsI OLIEHKa 370pOBbs (110
onpocauky PEDsQL, xapauonornaecknii MOAYIh), TIO
pe3ysprataM KOTOPOil OBLIO BBISIBICHO, YTO Pa3BUTHE
HaXOJWJIOCh Ha YPOBHE HUXKE CPEJHEro, UMeslach 3a-
JIEp’KKa PEeYeBOro pa3BUTHS, a IMCUXOIMOLMOHAIBHOE
U conuanbHOe (PyHKIMOHMPOBAHUE HE CTpalaii, YTo
CBHUJIETENILCTBOBAJIO 00 YIOBJIETBOPUTEIBHOM Kaue-
CTBE JKM3HU MaJIbYUKA.

3akJjloueHue

Jwnarnoctuka u neyenne HHCT — onuH U3 caMbIx
cloxHBIX paznenoB Mmeaununckoit Hayku. K HHCT ot-
HOCATCS M PEIKO BCTPEYAOIINECS MOHOTCHHBIC (op-
MBI, U TICNBIA PsJ TEHETHUYECKH HEOIHOPOMHBIX, HO
OJIU3KUX TI0 CBOMM (PEHOTHITMYSCKUM U KIMHHUYECKUM
MIPOSIBICHUSM (POPM, KOTOPBIE CIIETyeT HA3hIBATh JTUC-
IJIa3USMH COEIMHUTENBHOM TKaHU. B ciyvae ¢ Hammm
MalMEHTOM BbIpaxeHHas HegoctatoyHocTh AK Ha
(done HequdphepeHIIUPOBAHHON TUCILIA3UU COCTUHU-
TEJIBHOM TKAaHU COYETaNach U C JPYTUMH KIIAllaHHBI-
MU JedeKTaMu, a UMEHHO — HeIoCTaTo4HOCThi0 MK
n TK ¢ MAKCOMaTO3HBIMH W3MEHECHUSIMH, UTO ITO3BO-
JSET TPEATNOIOKUTh HAJUYHE y HEro pPEeAaKod maro-
JIOTUU — X-CLEMJICHHOM MMKCOMATO3HOM KJIallaHHOM
quctpodun. B mocieonepamoHHOM MEPUOJIE Y Majlb-
YHKa pa3BUJIACh OCTpas cepieuHasi HeIOCTaTOYHOCTb,
KOTOpast YCIELIHO pa3peliniiach 3a CHET CBOEBPEMEH-
HOM UMIUIAHTALMM YCTPOMCTBA JUIsI MEXAHUYECKOU
MOJIEPKKU  KpOBOOOpaiieHus. JuTenbHbIi npueM
L-xapHUTHHA B KOMIUIEKCE C IpenaparaMmu, 00ecTieyn-
BalOLIMMH MHOTPOITHYIO MOJJIEPAKKY, HEHPOTYyMOpaib-
HYIO pasrpy3Ky MHOKapja, MPHUBEN K OKOHUATEIHHON
HOPMAaJIU3allMi BHYTPUCEPACUYHON Te€MOAMHAMHUKU U
CTaOUIILHOMY COMAaTHYE€CKOMY COCTOSHHIO TAIleHTa
C HACJIEJICTBEHHOM I€HETUYECKHU JIETEPMUHUPOBAHHON
[1aTOJIOTHUEH COCIMHUTENILHON TKaHu. BceMm mamueH-
TaM C NOAOOHOW KJIMHWUYECKOM CHUMIITOMAaTUKON He-
00XOMMO TPOBEICHUE TEHETHYECKOTO aHaIH3a, YTO
MTO3BOJIUT B TIEPCIIEKTHBE MPU BepU(UKAIIMH T€HHOTO
nedexTa co3maTh MepCOHATNM3UPOBAHHYIO TTPOTPaAMMy
BeIEeHUs OJ00HBIX OOJIbHBIX.
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