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KINHUYECKUU CJYYAU XPOHUUYECKOH
T'PAHYJIEMATO3HOM BOJIE3HUA

Begeoenue

Brnepssie BoisiBnenHas B 50-x rr. XX B., XpOHUYECKas IpaHylieMaTo3Has 00-
ne3nb (XI'B) sBisieTcss peIKuM reTepOoreHHBIM COCTOSTHUEM, XapaKTePU3yIOIUM-
Csl cepuel peluIUBUPYIONINX OMACHBIX i sku3Hu uHpekumii [1]. XI'b — ato
HACJICICTBEHHBIN MEPBUYHBIN UMMYHOAE(HUIIUT, OOYCIOBICHHBIN MyTaIlUsIMU B
10001 M3 KpUTUYECKUX CyOneanHuI] koMmriekca aromurapaoi HAJIOH-okcu-
J1a3bl, 4YTO MPUBOJUT K HAPYIICHUIO OKCUA3HON aKTUBHOCTH HEUTPO(HIIOB, MO-
HOIIUTOB U TKaHEBBIX MakpodaroB [2]. Helitpoduibl, neduiurHsie B pecnupa-
TOPHOM B3pbIBE, JEMOHCTPUPYIOT A€(PEKTHOE YHUYTOKEHUE MHUKPOOPTaHU3MOB
nyteMm (paromurosa. [‘paHyneMbl BO3HUKAIOT TaM, T7i€ HAOIIOMAETCsl TOCTOSHHAS
JTUCPETYISNA JTOKATbHOW MPOAYKIIMK IIUTOKHHOB TOCIIE MUKPOOHOUM CTepuiu-
3aruu. OOpasyromuics XpOHUYECKUN BOCTIATUTENbHBIA HHPWIBTPAT MOXKET Op-
TaHU30BaThCsl B CTPYKTYPUPOBAHHYIO TPaHYJIEMy, COACPIKAIIYIO JTUMGOIUTH U
TUCTUOLIUTHI [3].

3aboneBaHue XapaKTepU3yeTcs MOBBIIIEHHON BOCIPUUMYUBOCTBIO K PEIU-
JTUBUPYIOIIMM U TSKEIBIM UHOEKIUSAM C y3KHUM MaTOTHOMOHUYHBIM CIIEKTPOM
OakTepuii 1 TpUOKOB, 0Opa30BaHUEM TPAHYJIEM U BOCIAIUTEIbHBIM 3a001€BaHU-
€M, B [IEPBYIO OUEPE/Ib — HKEITYIOUHO-KUIIIEUHOIO TPAKTa, JIETKUX U reueHu. Boc-
nanuTenbHoe 3aboneBanue npu XI'b TpyaHoO mpenackasarb, 1 OHO 4acTO HE MO~
naercs tepanuu. Y nauueHToB ¢ XI'b Takke noBellieHa 4acToTa ay TOMMMYHHBIX
3a00JIeBaHM, BKJIIOYAsi CHMIITOMbI, TTIOXO)KHE Ha BOTYAHKY, CapKoua03, [gA-Hed-
ponaTuio, pEBMATOUIHBIN apTPUT U JPYTHUe ayTOMMMYHHbBIE MPOSIBIICHHUS [2].
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3aboneBaemocTh paznuunbiMu popmamu XI'b konebnercs ot 1:1 000 000 mo
1:250 000 nacenenus (1 va 200 000-250 000 >kuBBIX HOBOPOXKIEHHBIX). 3aboJieBa-
HHE C PABHOI 4aCTOTOM BCTpEYaETCsl y MPEICTABUTENEH BCEX ATHUYECKUX Ipym [4].

CuUMIITOMBI OOBIYHO MPOSIBIIAIOTCS B TEUEHUE MEPBBIX 2 JIET KU3HU. Tsxke-
Jble ciydau (MPEeMMYIIECTBEHHO CIEIJICHHBIE ¢ X-XPOMOCOMOM, peleCCUBHBIC
10 HACJIeI0BAHUIO), KaK IPABUIIO, MPOSIBIISIIOTCS paHo B Bo3pacte 9—-14 mec. u qu-
arHocTupyrorcs paso B 2,1-4.9 roga. J[marHos3sl B paHHEM MJIAJICHYECTBE, MOA-
POCTKOBOM BO3pacTe U BO B3POCIIOM BO3PACTE PEIKH, HO BCTPEYAOTCS BCE YaIle
13-3a [OBBIIICHNS OCBEIOMIIEHHOCTH U UCIIOJIb30BaHUs TeCcTUpOBaHusl. CpenHuii
BO3PAcCT MOCTAaHOBKHU JIMarHo3a cocTapiisieT 2,5-3 roaa [3].

Haubonee pacnpocTpaHeHHBIM IEPBBIM MPOSIBICHUEM Oblila THEBMOHMS, 32
KOTOPOM cliefioBalid adcuecchl KOKUA U JIMM(paTUuecKux y3i0B. Jpyrue nposis-
JI€HUS! BKJIIOYAJIA JHAPEr0, JIUM(PaJACHUT, OCTEOMUEIUT, CPEAHUI OTHUT, CEICHUC,
peruoHapubiii BLDK-ut, BocnanurensHoe 3a00neBaHue KUIIEYHNKA, HHPEKIUIO
[IEHTPAIBHONU HEPBHOM CUCTEMBI, a0CIIECC MEYEHU, OPATbHBIN KaHAU 103, abciiecc
CpeOCTeHHs, CHHYCHT, LIEJUTIOJIUT, KOXKHBIN TyOepKyses3, adciecc Jerkoro, aoc-
[IECC HOCOCJIE3HOT0 MPOTOKA U NMEePUKAPAUATbHBINA BBITIOT.

Haubonee pacnpocTpaHeHHBIMU TPUOKOBBIMU MH(EKIIUSAMHU Y HATUX MallU-
€HTOB ObLITU U30JIATHI poaa Aspergillus — 65,5%, 3a KOTOPBIMU CIIEIOBATIU BUIBI
Candida — 29,3%, sximtouast Bunsl Candida krusei u Kodamaea ohmeri. Hanoo-
Jiee pacpOCTPAHEHHBIM U30JIMPOBAHHBIM OPTaHU3MOM IPH JIETOYHBIX HH(EKIIN-
X ObL Aspergillus sp., 3a KOTOPBIM CJIEIOBAJIM TpaMOTpHUIIaTeNIbHbIC OaKTepUH, a
3arem Mycobacterial sp. [5].

Cy11ecTBYIOT NPOCThIE, HO JOCTATOYHO MH(OPMATUBHBIE METO/BI AUATrHO-
ctuku XI'b: onpenenenne creneHn BOCCTAaHOBIEHUS HUTPOCUHETO TETPO30JINY-
ma (HCT) npu cBsizpiBaHUU €O CBOOOAHBIMU paJMKajIaMu KUCIOPOIa; JTIFOMHHEC-
LEHTHBIN METOJ] KCCIIE0BAHUS KUCIOPOA000pasytoliel (yHKIIUU HEUTPODHUIIOB;
30JI0TOM CTaHAApPT IUArHOCTUKU — OIpPEeNIEHUE «KUCIOPOIHOTO B3pPhIBA» — Me-
TOJOM MPOTOYHON HLUTOQIYOPUMETPUU; MYTAIIMOHHBIA aHAJIU3 T€HOB, OTBET-
CTBEHHBIX 3a (POPMUPOBAHUE CUHAPOMA.

PanukanbHOE e4eHNe B BUJIE AJZIOTEHHOM TPAHCIUIAHTALMHA T€MOIIO3THYE-
ckux ctBoJoBBIX Ki1eToK (TI'CK) mokazano npu Tsixenoi gopme XTI u mposo-
JUTCSL B paHHEM BO3pacTe, 10 SMU300B THKEI0M MH(EKINH, BOCTIATUTEIbHBIX
OCJIO)KHEHUH, aJUIOMMMYHU3AIMU UK pyOLeBaHUs U TUCPYHKIIUU OpraHos [3].
[Ipy TsKENbIX MHQPEKUMSIX HAa3HAYaloTCs Npenaparbl peKOMOMHAHTHOIO TaM-
Ma-uHTEpPEepoHa YETOBEIECKOTO.

Cnyuait u3 KiuHuU4ecKkoll npaKkmuKu

[TaruenTt 2006 Toaa poXaECHUS MOCTYIHII B OT/ICJICHUE aJIJIEPTOJIOTUHN U UM-
myHonatojoruu I'Y «PecnyOonukaHCKuil HayYHO-TIPAKTUIECKUHN IIEHTP paaraliu-
OHHOM MEIUIIMHBI U KOJIOruH 4enoBekay (manee — ['Y «PHIIL] PMu34») B Bo3-
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pacte 17 ner c )xanobaMu Ha yrpeBylO O0J€3Hb, TSHKEI0E TEYEHHE, TOCTOSHHOE
NOKAIUIMBaHKE, IEPUOIUYECKYIO OJBIIIKY MpU (pusnyeckoil Harpy3ke. ['ocnura-
JU3alys IJIAHOBAs C 1EJIbI0 1000CIEOBaHUS.

N3 aHamHe3a M3BECTHO, YTO POJAMJICS JIOHOLIEHHBIM OT 1 OepeMeHHOCTH,
npoTekaBiei 6e3 ocooennocteil. [Ipusut B ponaome, B Tom uncie BLDK, 6e3 oc-
JoxHeHud. B 9 mec. nMarHocTUpoBaH OCTPhIM THOMHBIN MIEHHBIA TUM(paTCHUT
co cranmoHapHbIM JiedeHueM B [IPb mo mMecTy xuTenscTBa, nocie yero He 0osen
1o 2 et u 8§ mec. B aTom Bo3pacte peOSHOK nepeHec ABYCTOPOHHIOK MTHEBMOHUIO
C 3aTSDKHBIM TE€YEHUEM, IO MOBOJY YEro rocnurannsuposaH B Y3 «lomenbckas
oOnacTHas JeTcKas KIIMHU4YecKas OonbHULay. B 310l O0apHULIE TOCHE 1000CTe-
JIOBaHUS BBICTABIICH JUArHO3: « AHEMHUSI CPEAHEN CTENEHH TAKECTH (TeMOIIIOOMH
77 t/m), neiikoruro3 (25%10'%/m)». KOHCY/IBTHPOBaH TEHETHKOM, UCKIIFOUCH MY-
KOBUCIUA03, 1€PUIUT anbdal-aHTUTPUIICUHA, IPOBOJUIICS aHAIU3 TPOMBIBHBIX
BOJ Ha acrnepruwuie3. C 1elbl0 UCKIIOYEHUS] CUCTEMHOIO 3a00JieBaHUsS KPOBH
ObL1a caenana muenorpamma. OcMOTpeH (GTU3HATPOM — IAHHBIX 32 TYOEepKyIie3-
HbI npouecc HeT. Peakums Manty — 8 MM, nocrBakuuHainbHas bILUK-ammep-
rusi. [IpoBeneHa neppas KOMIIbIOTEpHas ToMorpadus OpraHoB IPYAHON KIIETKU
(KT OI'K): mpu3Haku MH(PUIBTPATUBHOTO MOpPa)K€HUs OPOHXOMYJIbMOHAIBHBIX
(KOpHEBBIX) JIMM(OY3JI0B, 04aroBOro NOpaXkeHus JeroyHou Tkanu. [Ipomen mac-
CUBHYIO aHTUOAKTEepUaJIbHYIO TEPANMIO ITpenapaTaMy rpyIiibl pe3epsa (Meporne-
HeM, pudaMIUIIUH, SAUINH, KO-TPUMOKCa30:1) 0€3 MOJOKUTEIHHON TUHAMUKHY.

B Tsxenom coctosiHAM 11 TanibHEWIIero geuenue nepeseeH B ['Y «Pecmy-
OJIMKAHCKUI HAyYHO-MPAKTUYECKUN LEHTP ACTCKON OHKOJIOTUM, FEMATOJOTUH U
uMmmyHonorun» (nanee — I'Y «PHIIL JJOTI'N»). Ha nosropuom KT OI'K B me-
TUANbHBIX OTAENaX 000MX JETKUX ONPENENSIIOTCS CIMBHbIE UH(PUIBTPATUBHBIE
KOHIJIOMEPATHBIE YIJIOTHEHMSI, TOMLUHON 10 30 MM C HApyKHBIM TSKUCTHIM
KOHTYPOM, CJIMBAIOIIMECS C KOPHEBBIMM CTPYKTypamu. B nepudeprnueckux orae-
Jax 000X JIETKUX OIPEAEIIAIOTCS MHOTOUYHCIEHHbBIE Pa3HOKaIMOEpHbIE (POKYChI
YIUIOTHEHUS C TSKUCTHIMU KOHTYPaMH, B CpeoCcTeHUH TUMPoy3ibl 10 Mm. OcMo-
TPEH MOBTOPHO (PTU3UATPOM, PELIEHO HAYaTh ClIEUU(PUUECKYIO MPOTUBOTYOEPKY-
JIE3HYIO TEpaIMIO B TEYEHHE 2 HEJl. C KOHTPOJIEM PEHTICHOJIOIMYECKOW KapTUHBI
B IMHaMUKe (puamMIUIUH, U30HUA3U], CTPENTOMUIIMH, UMYKUH). B ananu3zax
COXpAHSJIACh AHEMUS CPEIHEN CTENEHH TSKECTH, JEUKOUUTO3. Ha KOHTpONbHBIX
KT OI'K uyepe3 monrona mociie jge4eHus: COXPaHsIOCh BBIPAKEHHOE YILIOTHE-
HUE JIETOYHOTO PUCYHKA 3a CYET MHTEPCTHULIMS, MEJIKUE OYaroBbI€ YIUIOTHEHUS.
EnvHuunble yyacTku Oyiie3Hod TpaHcopmanuu. B moambliedHbix 00JacTsIx
oOb13ecTBIIeHHBIE TUM(OY3Jbl 10 11 MM. HMckirouancs acneprusuie3 myTeM uc-
CJIEIOBaHUsI CHIBOPOTKM KPOBHU Ha aHTHUTeNa K acnepruiuie. C el UCKIroye-
HUS IEPBUYHOT0 UMMYHOAE(ULINUTA ObUT B3AT aHAJIU3 KPOBU HA UMMYHOTPaMMY,
10 pe3yJbpTaraM KOTOPOH MOKAa3aTeau ryMOpajJbHOIO U KJIETOYHOrO 3B€HA ObUIM
B HopMe. [IpoBoamiicsa Tect — onpeeseHue CTENeHN CBEYEHUs THAPOPOIAMUHA
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123 B HelTpoduiax nociie BOCCTaHOBIECHUS IuruapopoaamMuHa 123 cBoOOnHbI-
mu paaukasamu NADPH-okcuaassl METOJOM NPOTOYHOW HUTO(IOOPUMETPUH
(«KHCIIOPOAHBINA B3pBIBY). Y MALMEHTA «KUCIOPOAHBIA B3PBIBY» MOIHOCTHIO OT-
CYTCTBOBAJI, & y Marepu OMNPEIEIeHO HOCUTEIbCTBO AePEeKTa KUCIOopoaoOpasy-
folel (PyHKUMU FPAHYJIOUUTOB, KOTOpas MEPEAAETCs TONbKO MajibuukaM. Peben-
Ky ObUI BBICTABJIEH JUarHo3 B Bo3pacte 4 net: «llepBUYHbI UMMYHOOE(DULINT:
XpoHHuueckasi rpaHylieMaro3Has 0ose3Hb». OT MOMCKA JIOHOpPAa U MPOBEACHUS
TPAHCIUIaTHALIMY KOCTHOTO MO3ra MaMa ManyeHTa OTKa3ajnach. bplul Ha3Ha4YeH Ha
IIOCTOSIHHOM OCHOBE IPUEM BOPHUKOHA30J1a U UIMYKHHA.

3a nepuojn aucnancepHoro HaoOmoneHust B I'Y «PHIIL JIOT'M» pebenok
NepeHeC HaJIMEYEHOUHbIN a0dcliecc B 7 JIET, OCTEOMUENIUT B 15 NeT, THEeBMOHUH,
CTPAJaET JIEBOCTOPOHHEN XPOHUYECKON TYTOYXOCTBIO.

B I'YV «PHIIL] PMu34» nposonunocs KT OI'K, rae coxpaHsanuch nocTBoc-
NaJUTENIbHbIE U3MEHEHHMsI, HEBBIPAXKECHHbIE 3(U3EMaTO3HbIE U3MEHEHHUS, JUM-
(dageHonarus BHYTPUTPYAHBIX JUM(Oy3710B. B MMMyHOrpaMMe BBIPaKEHHBIX
U3MEHEHMI B cyOnonysaoHHoM coctaBe T u B-num@ountos He BbisiBaeHo. [o-
Ka3aTeJM TYMOPaJIbHOTO 3B€HAa B HOpMeE. [lanMeHT mpOdOIKHAII JUCIIAaHCEPHOE
HaOMoAeHUE B LEHTpe NnepBUYHBIX UMMYyHoAehuuutoB 1Y «PHIIL PMudYy».
AMOyYIaTopHO HaXOAMUTCS MO MOCTOSHHBIM MEIUIMHCKUM HaOJIIOIEHUEM Bpadya
oO1Iel MPaKTUKU U COMIACHO KIMHMUYECKOMY MPOTOKOIY MOCTOSHHO IMOJIy4aeT
ko-TpuMokcason 400 mr/80 mr no 1 Tabnerke 2 pa3a B CyTKHM 3 JHS B HEEIIO Ye-
pe3 aeHb, utpakoHaszois 100 Mr B CyTKH.

Buieoown

[IpencraBneHHbIN KIMHUYECKAN CIIydail IEMOHCTPUPYET BAXKHOCTh OCBE-
JOMJIEHHOCTH Bpayel IEPBUYHOTO 3BEHA O KIIMHUYECKUX ITPU3HAKAX IIEPBUYHOTO
UMMYHOJe(DULINTA U TAKTUKE BEACHUS MAl[MEHTa C JAHHOW MAaTOJIOTUEN.

JluHamuueckoe HaOJ0ICHHE 3a MALIMEHTAMH C XPOHUYECKOW IPaHyeMaTo3-
HOW OOJIE3HBIO BKJIIOYAET B C€0sl MPOBEAEHUE AMArHOCTUUYECKUX MCCIEIOBAHMIMA
Ha PailOHHOM YPOBHE NpPU KaKJOM MOCELIEHUH, (PU3UKAIBHOIO OCMOTpa, 1 pa3
B 6 Mec. MpOBENEHUE OOIIECKIMHUYECKUX aHAJIU30B, CAHALMIO MOJOCTU pPTa,
1 pa3 B rog: 0akTepuOJOTMYECKOE UCCIEIOBAHME CTEPUIIBHBIX M HECTEPUIIbHBIX
Cpell OpraHu3Ma: KpOBH, MOYH, KaJla, MOKPOTBI, INIEBPATILHOTO BBINIOTA; YIBTPA3BY-
KOBOE MCCIIEIOBAHUE OPraHOB OPIOIIHOM MOJIOCTH, ouek, tuMpoysnos; KT OI'K.

[IpodunakrTuyeckas MOMoIb BKJIIOYAET IPUEM HENPEPHIBHOW MPOTHUBOMU-
KpOOHOM Tepanuu (UTPAKOHA30J1) U HENMPEPHIBHON MEAUIIMHCKOW MPOPUIAKTUKH
THEBMOLMCTHON MHEBMOHMH (KO-TPUMOKCA30J1), aKTUBHOE HAOIIOIEHUE, UMMY-
HOMOAYJISLMIO (MCIOJb30BaHUE MHTEP(PEPOH-raMMa), pEKOMEHAALMH 110 UMMY-
HU3aLUU.

Pa3HooOpa3ue KIMHUYECKON KapTHHBI U PEAKOCTh 3a00J€BaHUsl CO3IAl0T
npoOsieMy sl CBOEBPEMEHHOW JTUArHOCTUKU U TpeOyroT Oosee OOIMpPHON UH-
dbopmaruu 0 HeM Il Bpauel BceX CeIuaaibHOCTEH.
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KJIMHUYECKUM CIYYAU HHPAPKTA MUOKAPIA
Y )KKEHIIIUHBI MOJIOJ0OTO BO3PACTA BE3 ®PAKTOPOB PUCKA
PA3BUTUS CEPIEYHO-COCYINUCTBIX 3ABOJTEBAHUM

Beeoenue

B ximHnueckoit npaktuke nHpapkT muokapaa (MM) game Bcero pa3BuBa-
eTcs y JIroJied B Bo3pacte crapiie 50 JIeT ¢ HATMYMEM HECKOJIBKUX (PaKTOpOB pH-
cka (OP), omHako OH MOKET BO3HUKATh U y JIIOJeH B 00Jiee MOJIOJIOM BO3pacTe.
B nanHol cTaThe pacCMOTPEH KIMHUYECKUN CiTydail KpyITHOOYaroBoro nHdapkra
MHUOKapJa y MOJIOJOM JKEHIIUHBI B BO3pacTe 33 yieT. B uHAyCTpHAIBHO Pa3BUTHIX
CTpaHax B MOCJIEHUE rofbl (PUKCUPYETCs] CHUKEHUE cMepTHOCTU OT MM, ontHako
B KaTErOPUHU MOJIOABIX KEHIIUH OT 35 10 44 net orMevaeTcsi HEYKJIOHHBIA POCT
ATOrO MOKa3areiys. Y KeHIIMH, neperecmux MM, puck cmeptu Ha 50% BbILIE,
YeM y MY>KYMH COOTBETCTBYIOLIETO BO3pacTa B TeueHue 2 yiet nocie M. Tem He
MEHEee, /10 CUX IOpP KEHUIMHBI 00CIEIYIOTCS HE CTOJIb HACTOMYMBO HA MPEAMET
Hanuyus uiemudeckoit 6one3nu cepana (MbC), kak Mmy>kuuns [1].

BepositHo, Benymias pons B pazButun bC y 3TOM Kareropuu nauueHToB IpH-
Ha/JIeKUT reHeTnyeckuM (aktopam. [lonnmanue HacnenctBeHHbIX npuunH UBC
uMeeT OOJIbIION MOTEHUMAI ISl YAyUIlIeHUs! OyyluX CTpareruid NpopHIaKTHKY,
nporrozupoBanus u Tepanuu UBC. Tak, M. Orho-Melander B 0630pe 2015 r. onu-
caj OCHOBHbIE TeHeTndeckue JoKycsl bC, a nmenHo: xpomocomy 9p21, ren npo-
NPOTEMHKOHBEPTa3bl CyOoTHM3UH/KekcuH Thna 9 (PCSKY), onHoHyKI€0THIHBIE 110~
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