3AMETKU U3 TTPAKTUKU

https:/doi.org/10.26442/terarkh2018906130-136
© Koaaektus aBTopos, 2018

ATunnyHoe TeyeHnue 60ie3Hu I'yanacuepa: KIMHUYECKOe HAOIIOIeHEe

U 0030p JIMTEPATYPhI

M.A. BYAAHOBA!, A.B. MOTAINOB', H.M. BYAAHOB?, A.B. AbICEHKO (KO3AOBCKA$)?

'TbY3 Baaanmmpckon obaact «ObAaCcTHas KAMHUYeCKast 6oAbHMLAY», BAaanmup, Poccus;
2DrAOY BO «[lepsblit MOCKOBCKMI1 FOCYAQPCTBEHHBIN MEAMLIMHCKMIA YHMBEPCUTET UM. .M. CeueHoBa» MuH3apasa Poccum (CeveHoBckui

YHusepcuTteT), MockBa, Poccus

AHHOTaums

boaesHb ['yanacuepa (cuH. aHTU-BMK-60A€3Hb) — peakoe ayTOMMMYHHOE 3aB0AEBaHME U3 TPYMIbl BACKYAMTOB COCYAOB MaAOrO AMAMETPA,
XapakTePU3YIOLWEECs HAAMUYMEM aHTUTEA K Ga3aabHOM MembpaHe kaybouka n aabBeoA (aHTU-BMK) B umpkyasiumn. OCHOBHbIM MPOSIBAEHU-
€M, M0 TPAAMUMOHHbBIM MPEACTABAEHUSIM, SIBASIETCS TSXKEAOE COYETAHHOE MOopaXeHMe Nnovek U Aerknx (MoYeHHO-AErOUYHbIM CUHAPOM).
B cTatbe npeAcTaBA€HO KAMHMYECKOE HAaBAIOAEHME MALMEHTA C aTUMMYHBIM TedYeHnem 3a060AeBaHMs, OCHOBHbBIM MPOSIBAEHUEM KOTOPOro
CcTano PYAbMMHAHTHOE Pa3BUTHE rEMOPPArMYECcKOro aAbBEOAMUTA. [1pK 3TOM MopaxkeHue Nnoyek npoTekaso C Pa3BUTUEM MOUYEBOIO CHH-
APOMa U HE COMPOBOXAAAOCH (DOPMMPOBAHUEM MOYEUHON HEAOCTATOMHOCTH. AeyeHune naazmadepesom B COYETaHUM C UMMYHOCYTpPeC-
CMBHOM Tepanuemn UMKAOPOCHaMMAOM 1 FAIDKOKOPTUKOCTEPOMAAMM MO3BOAMAO AOOUTLCSI pemmccum 3aboaeBarms. B pabote npeacras-
A€H 00630p COBPEMEHHBIX AAHHbBIX O MATOreHe3e U TedeHnu 3aboAeBaHUsl, KOTOPbIE OTPAXKAIOT CMEHY CAOXKMBLIERCS MAPAAMIMbl MPEACTaB-
AeHuit 06 aHTU-BMK-60Ae3HM Kak «3a60AEBaHMM OAHOIO yAapa», HEM3MEHHO COMPOBOXAAIOLIEMCSI Pa3BUTHEM ObICTPONPOrpeccHpyioLle-
ro rAoMepyAoHepuTa.

Katouesbie croBa: 6oaesHb l'yanacuepa, aHtn-bMK-60Ae3Hb, aHTUTEAA K 6a3aAbHOM MEMOPaHe KAYOOUKa, reMopparudeckmuii aAbBEOAUT,
naasmacgpepes.

Atypical Goodpasture’s disease: a clinical case report and literature review

M.L. BULANOVA', D.V. POTAPOV', N.M. BULANOV?, L.V. LYSENKO (KOZLOVSKAYA)?

'Vladimir Regional Clinical Hospital, Vladimir, Russia;

2[.M. Sechenov First Moscow State Medical University, Ministry of Health of Russia (Sechenov University), Moscow, Russia

Goodpasture’s disease (anti-GBM disease) is a rare small vessels vasculitis characterized by the presence of autoantibodies directed
against the glomerular basement membrane (GBM) and alveolar basement membrane. Common feature of anti-GBM disease is a combi-
nation of rapidly progressive glomerulonephritis and alveolar hemorrhage (pulmonary-renal syndrome). We present a case of atypical dis-
ease course in a young male patient who developed alveolar hemorrhage without renal failure. The only symptom of renal involvement
was isolated hematuria. Plasmapheresis combined with immunosuppression (cyclophosphamide and corticosteroids) was effective. We
present a review of state-of-art data on the pathogenesis and disease course of anti-GBM disease.

Keywords: Goodpasture’s disease, anti-GBM disease, anti-glomerular basement membrane antibodies, pulmonary hemorrhage, plasma-

pheresis.

Antu-BMK-AT - anTurena K 6a3aabHOi MeMOpaHe KarmuIsipoB KiTy-
60uUKOB

Antu-BMK-T'H - antu-BMK-riomepynonegpur

AHIIA — aHTHHENTPOIIbHBIC [UTOIUIA3MAaTHIECKUE aHTUTENA
BIIT'H — GbicTponporpeccupyowyii roMepyaoHepuT

T'KC — rimtoKOKOpTHKOCTEPOUIbI

T'H - rnomepynonecpur

MBI — nHBa3MBHASI BEHTUIISILIUS JIETKUX

VDA — nMMyHODEPMEHTHBII aHATIN3

MII3 — MeTHIIPeTHN30JI0H

MCKT — MyJbTHCTIMpalIbHAsE KOMIBIOTEPHAs! TOMOrpacust
OAP - oteneHue aHECTE3HOIOTIY 1 PeaHNMALIN

OI'K — opranbl IpyfiHOI KJIETKI

OI1II - ocTpoe moUeuHOe MOBPEXKICHNE

10 — nna3moo6mMen

pCK® — pacueTHast CKOpPOCTb KIIyGOUKOBOI (DUIBTPALI
C3II — cBexke3aMOpOXKeHHas! T1a3ma

HPA — muknogocdamu

StO; — caTyparmst KICIOpOIOM

UcTopus Bonpoca M TEepMHUHOAOTUSA

B cooTBeTcTBUU ¢ KiaccuuKanuein, IpUHIATON HA KOH-
¢epenuyu B Yanen-Xumne B 2012 r., 6one3ns ['yanacuepa —
VMMYHOKOMIIJIEKCHBII BaCKYJIMT MEIIKMX COCY/IOB, aCCOLUU-
POBaHHBIN C HATMYMEM B LUPKYJISLUU WIN in situ aHTUTEN K
6a3zanpHON MeMOpaHe KanmuisipoB Kiry604koB (aHTu-BMK-
AT) n anbBeon U XxapakTepU3YOIMIICS TOPa>KeHNEM N0YeK U
nerkux [1]. UIMMyHOOnoOcpeioBaHHOE NOBpesKieHne 0a3aib-
HOI MeMOpaHbI KalIIsipoB KIIyO04YKOB 00yCIIOBIMBAET pa3-
BUTHE HEKPO3a KANMUIUISPHBIX NeTesb ¢ (POPMUPOBAHKUEM TO-
JyJIYHUIl — CHayaja KJIETOYHBIX, a 3aTeM (PUOPO3HBIX, YTO
BCKOpE MPUBOJUT K ObICTPOMY NPOTrPeCCUPOBAHUIO MOYESUHOMN
HEJIOCTATOYHOCTH. BOBJIeUeHNe B NaTONOTMYECKUI MPOLECC
KanuUIsIpoB aJIbBEOJ SIBJISETCS MPUYMHON alIbBEOJISIPHOTO KPO-
BOTEYEHUs (TeMOPPAarnyecKoro ajabBeOJINTa).
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B oTeuecTBeHHON M 3apy0e>KHON JTUTEpaType MUMEIOTCS
pas3nuyMs B TEPMUHOJIOTUY, IPUMEHSIEMOH Jj1sl 0603HAYEHUS
COCTOSIHUI, XapaKTepU3YIOLIMXCS pa3BUTHEM MTOYEYHO-JIErOY-
HOT'O CHHJIPOMA, MOJI KOTOPBLIM TPAJIMLIMOHHO TIOHUMAIOT OJJHO-
BpeMeHHOe (DOPMHUPOBaHUE OBICTPONPOTrPECCUPYIOLIETO II10-
mepynonedpura (BIIT'H) u neroynoro kposoreyenus. [lepsoe
omnucanue (atanpHoro coueranus I'H u neroynoro kpoBoTeye-
HUA cienaHo B 1919 r. amepuKaHCKUM NaTOJOroM DPHECTOM
I'ypnacuepom (Ernest Goodpasture) y roHOIIM B IEPUOJL SMUfE-
MuM rpunmna [2]. DnoHum «60se3Hb ['yanacuepa» npeinoxkeH
aBcTpaymiickumu yueHbiMu M. Stanton u J. Tange, koTopbie B
1958 r. ony6imkoBanu ceputo U3 9 HabJIOIEHUI TAMEHTOB C
coveraneM I'H u nerounoro kposoreuenus [3]. OgHako ToMb-
ko B 60-e rosipl XX B. pa3paGoTaHbl UMMYHOJIOTUYECKHE METO-
b1, Mo3BoJIsIOIIME onpefensiTh aHTu-BMK-AT B TkaHsx u B
LMPKYJISILUN, TIOCTIE Yero CTa0 BO3MOXKHBIM aKTUBHOE M3yye-
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ATunmuroe tedeHue 6oresHu lyanacuepa

HMe UX posu B naroreHese I'H Ha XKMBOTHBIX MOJIENISIX U B KJIU-
HUYeCcKoy npaxkTuke. [IepBbIM NOATBEP>KAECHHBIM ONUCAHUEM
TOYEYHO-JIETOYHOT'O CUHJIpOMa, MHAYLMPOBaHHOrO aHTU-BMK-
AT, cunrator ony6nmkoBanHyto B 1973 r. pa6ory C. Wilson u
F. Dixon [4]. ITo croxwuBIIeics Tpaguiyy B 3apyOe>KHON JINTe-
paType TepMUHOM «0osie3Hb ['yanacyepa» 0003HayarOT nopa-
>KEHHE MOYEK U JIEFOYHOE KPOBOTEUEHNE,, ACCOLMMPOBAHHOE C
ob6Hapy:kenuem antu-bMK-AT, Torjga Kak noj «CUHAPOMOM
I'ynnacyepa» MOHMMAIOT MOYEYHO-JIETOYHBII CUHIPOM JIF000M
3THONOrMK. B coBpeMeHHOII iMTepaType Bee yalle NpUMeHseT-
cs repmuH «aHTH-BMK-6051€3Hb» (anti-glomerular basement
membrane disease; anti-GBM disease), KOTOpbIit 00beUHSAET
LMPOKUI CHEKTP KIMHUYECKUX IPOSIBJIEHUI 3a0071€BaHus, 00-
ycaosieHHoro aHtTu-BMK-AT [5]. [TopaskeHue nouexk B pam-
Kax 3TOI HO30JI0rM! 0003Ha4YatoT TeEpMUHOM «aHTH-BMK-rio-
mepysonedput» (antu-bMK-I'H). B To e Bpems B oreue-
CTBEHHOH JIUTEepaType /151 0003HAUEHUS TOPAXKEHUS IOUEK U
JIerkux, accouunpoBaHHbIx ¢ aHTU-BMK-AT, Bce ele npume-
HsleTCsl TePMUH «cUHApoM ['yanacuepa» [6].

INMAEMHOAOTUS U NaTOreHes

Antn-BMK-601ne3Hb («6onesns I'yanacyepa») B HaCTOS-
111ee BpeMst OTHOCSIT K YHCITy PEIKUX Op(PaHHBIX 3a00JeBaHUI C
3260JIeBAEMOCTBIO MOPSIZIKA OTHOTO HOBOTO ciydasi Ha 1 MutH
HacesieHus B Tofl. [Ipy 3TOM pe3ysbTaThl peTPOCTIEKTUBHOTO
M3y4YeHus1 6aHKOB CHIBOPOTOK MALIEHTOB B KPYIHBIX PEBMATO-
JIOTMYECKUX LEHTpax, a Tak>Ke IaHHbIe MHOTOLIEHTPOBOI'O Up-
JIAHJICKOT'O MCCIIEIOBAHNSI CBUIETENILCTBYIOT O TOM, UTO UCTHH-
HbIE MOKa3aTeln 3a00JIeBAEMOCTH MOTYT ObITh HECKOJIBKO BbI-
we [7]. OgHako fgaske B KPYMHBIX CHEeUUaIUu3UPOBAHHBIX LIEHT-
pax 4YMCJIO MAlMEHTOB B CEPUSX JUIMTENbHBIX (MPOAOIIXKAIO-
LUXCS AECATUIIETUSIMI) HAOIIOIEHNI OOBIYHO HE MPEBBIIIAET
HECKOJIBKUX OECATKOB, YTO SBJACTCA O6"beKTl/lBHblM Cl)aKTO-
POM, 3aTPY/IHSIOLINM CO3/JaHHE KIMHUYECKUX PEKOMEH AUt
110 IMArHOCTHUKE U JieueHnto aHTH-BMK-6o1e3H1 ¢ BLICOKUM
YPOBHEM JIOKA3aTEITbHOCTH.

Tem He MeHee Graroapsi HAKOIUIEHUIO KIIMHUYECKUX U 9KC-
NEPUMEHTAJIbHBIX JIAHHBIX TpejicTaBieHus: o 6onesnu ['yanac-
yepa MOCTOSHHO 3BOJIIOLMOHMPYIOT. Tak, 3a nmocnepHee fecs-
THJIeTHE pa3paboTaHbl U BHEAPEHBI B IPAKTUKY HOBBIE UMMY-
HOJIOTMYECKKEe MeTOAMKN oOHapy>keHus aHTu-bMK-AT, o6na-
Aarouyie 6osee BbICOKON YyBCTBUTEIBLHOCTBHIO U CHeluy-
HOCTBIO, YTO 3aMETHO TOBBICUIIO TOYHOCTb CEPOJIOTHYECKOTO
nofTBepxXkeHus: quarno3a [8]. IlomyyeHbl HOBbIE JaHHBIE O
CTPOEHMU TaK Ha3bIBaeMoro antureHa ['ynunacuepa. [Jokazana
BO3MOKHOCTb HPOAYKIMH ayTOAHTUTEIN K HEKOJJIAreHOBOMY
JIOMEHY, He TOJIbKO K 0.3-, HO ¥ a4- u a5-1uensiM KoJlaresa
IV Tuna — ocHOBHOTO KOMITIOHEHTa 6a3aIbHbIX MEMOpaH Karuii-
nsipos [9].

Yuactue antui-bBMK-AT B naTorenese 3a6oyieBaHus JOKa-
3aHo B aKcnepuMeHTe eue B 1967 r. [10]. B coBpemMeHHBbIX nc-
CTIETIOBAHUSIX YCTAHOBJIEHA CBSI3b TUTPA, aBUJHOCTH U MOJIKJIaC-
ca aututen K BMK c¢ knmandeckumu ucxopamu 6ome3nu [11].
HaxonseH asMnupuyeckuil onbIT, MO3BOJIMBIINI BBIICIUTD, TIO-
MHMO XOPOILO U3BECTHBIX (MH(EKIMOHHbIE areHThI, B TOM YHC-

Csedenusn 0b asmopax:

ITomanos [enuc Bauecaasosuy — 3aB. OT/I-HUEM aHECTE3MOJIOTHU U pea-
nnmanyn 'BY 3 BO «OKB»
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TexHonoruii [lepporo MI'MY um. 1.M. Ceuenosa; ORCID 0000-0002-
3989-2590

Jvicenxo (Kosaoeckas) Jluous Baaoumuposna — npod. Kag. BHyTPEH-
HUX, MPOheCCUOHANILHBIX Ooe3Heit u mynbsMoHonoruu [lepsoro MITMY
um. .M. CeueHoBa
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Jie BUPYC TPUINNA, KypeHHUe, BIIbIXaHKEe yIIeBOJIOPOJIOB), HOBbIS
TpUITEPbl GOJIE3HH, TAKUE KaK JIUTOTPUIICHS U JIEKAPCTBEHHbIC
npenaparbl, B YaCTHOCTHU aeMTy3ymMal (MOHOKIIOHANIbHbIE aH-
tutena k CD52) [12—-16]. B psine HabmrofeHnit MOKa3aHo, YTo 'y
10% naupenTtoB ¢ antu-BMK-6051€3Hb10 B MPKYJISIUN TaKXkKe
NPUCYTCTBYIOT aHTMHEUTPO(UIbHBIE IUTOMIA3MAaTHUECKHE
antuTena (AHIJA; yaiie Kk Muenonepokcuiase), 4To acCoLyu-
POBaHoO ¢ 6oJiee TSKENbIM MOPasKeHNEeM ToUYeK U JIeTKHUX U 00-
Jiee BBICOKOM cMepTHOCTEIO [17].

KAuHMueckoe HaOAlOACHHE

BoBnedenue B maTosIOruuecKmii mpouecc Mmouek Habuiro-
naoT y 80-90% naupentoB ¢ antu-BMK-605ne3Hb10, ipu 3TOM
y 40-60% opHOBpPEMEHHO pa3BUBAETCS AIbBEOJISIPHOE KPOBO-
TeyeHne. Kiaccuyeckum BapraHTOM MOPa’KEeHUs! MOYeK sIB-
nsiercs BIITH, mopgonornyeckn npepcrasnennsiii ['H ¢ moiy-
JIYHUSIMU M JIMHEMHBIM OTJIOXXEHHUEM UMMYHHBIX JIEIO3UTOB MPU
MMMYHOTHCTOXMMUYECKOM UCCIIeIOBaHUN (IKCTpaKanuuisp-
Hblil ['H 1-ro tuna). OpHako B MOCHEiHUE rOfibl BpAuM Pa3HbIX
CIIeMaIbHOCTEN BCE Yallle CTAJKMBAIOTCS C aTUIMMMYHBLIM Teye-
HMEeM 3abojieBaHus. B 3TOil cTaThbe MbI NpefcTaBiisseM Halll
OMBIT BefieHUs nanyeHTa ¢ anTu-bMK-6051e3Hb10, nimocTpu-
PYIOIUI BO3MOXHOCTh HEOOBIYHOTO T€YEHUs 3a00JIeBaHUS U
TPYAHOCTH €T0 JICUEHMUSI.

IMamment X., My>cunHa 24 neT, MOHTaxep 10 npodeccuu,
nocJjieiHie 2 rofia akTUBHO yINOTPEOISI TPaIULIUOHHbIE U 3J1EK-
TPOHHBIE CUTAPETHI, HIOXATEJIbHbIA TA0AK U KyPUTEIIbHbIE CMe-
CU HeM3BeCTHOro coctasa. Cunran ces 30pOBbIM JIO OKTSOPs
2016 r., korya NosIBUIUCH KPATKOBPEMEHHbIE 3MU30/ibl CyOhed-
PUJIBHOM JIMXOPAJIKU U KALLIS, U3pefKa COIPOBOKIABIINECS T10-
SIBJICHUEM CKYJHbIX IPOKUIIOK KPOBU B MOKPOTE. Y Xy/LLICHNE
cocrostHust ipouzonuio 26.02.2017 r., korja nocie nepeoxyaxk-
AeHUs1 U KypeHUs! KalbsiHa OTMETUJ NOsIBJIEHUE aJloll KPOBU B
MokpoTe. ITo 3KCTpeHHbIM OKA3aHMUSIM NaLeHTa TOCIUTAIN3U-
pOBaNy B OT/AEJIEHUAE TOPAKAJIbHOI XUPYPrUu, Ifie €My BBINOJ-
HUJIM OPOHXOCKOIMIO, BbISIBUBLLIYIO GOJIbILIOE KOJIUYECTBO CBE-
>Kell KpoBU 0€3 CTyCTKOB B CETMEHTAPHBbIX OPOHXaX 000X Jer-
KuX. MICTOYHMK JIErOYHOrO KPOBOTEUEHUS! [IOCTOBEPHO yCTaHO-
BUTb HE Y[IaJIOCh, HA3HAYEHA TEMOCTATUYECKas! TEPAIHSI.

TmaTensHoe nabopaTopHOoe 06CIeOBaHUE HE BBISIBUIIO
NPU3HAKOB aKTUBHOW BUPYCHOM MJIM OaKTepHUaIbHON UH(EK-
yuu. [TanueHT ocMOTpeH (hTU3UATPOM — JAHHBIX, CBUJIETEIIb-
CTBYIOIIMX O TyOepKyle3e JIErKUX, He MOJIy4eHO, MUKOOaKTe-
pum TyG6epkynesa He ooHapyxkeHbl (RIF, GeneXpert, CIIIA).
Ha 3-u cyTku kpoBoxapkaHbe KynuposaHo. ITpu noBTopHO#I
6ponxockonuu (28.02.2017 r.) npu3HAKOB MPOJOJIKAIOIIErOCs
KpOBOTeYeHUs He BblBleHO. CnycTs 2 Hell B yAOBJIE€TBOPU-
TEJILHOM COCTOSIHUM MAaLMEHT BBIMMCAH K TPYAy ¢ PEKOMEH/1a-
Uuell MpoBeJeHNs] MyJIbTUCIIUPAIbHON KOMIBIOTEPHOI TOMO-
rpacgun opranoB rpyaHoii kietku (MCKT OI'K) B nianoBom
nopsiake. [Ipu umccnemoBanuu, MpoOBEIeHHOM aMOyJIaTOPHO
23.03.2017 r., B 060X J€rKUX OOHApy>KEeHbl UHTEPCTULUAIIb-
Hble U3MEHEHUs 110 TUIy «MaTOBOI'O CTEKJa», a TAK>Ke YIUIOT-
HEHUE JIEFrOYHO MapeHXUMBbI 110 TUILy KOHCOIUAUuU B Syv, Sv,
Svi cermMeHTax nmpasoro Jerkoro (puc. 1). OnHako, HecMOTpst
Ha PEKOMEHJALMH, 32 MEJULIMHCKOI TIOMOILIBIO MAlMeHT He 00-
paTuics.

IMaupeHT 4yBcTBOBaNl Cce0sl YNOBIETBOPUTENLHO [0
30.03.2017 r., korya pa3BUiICs OUYEPEIHON SMU30] JINXOPAAKH,

Koumaxmnas ungpopmayus:

Bbyaanosa Maiipa Jlambinoéna — 3aM. IJ1. Bpaya 1o TepaneBTUYecKon
cayx6e 'BY3 BO «OKB»; ten.: +7(910)674-72-25;
e-mail: doctorbulanova@gmail.com
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M.A. byraHoBa u coasBT.

Puc. 1. KT OIK (22.03.2017 r.). B 060uX Jerkux — LEeHTPOI0OYIsIpHbIe 04ary (1-3 MM) 1o THITy «MaTOBOTO CTEKJa» , CIIMBAIOLINECS
MeKJly co00i1, CXOIHBIE IPYT C APYTOM II0 pa3mepy, opme, Iudy3HO pacroyioKeHHble B KpaHMOKayAaTbHOM MpoeKuy (YepHast
cTpesika), 00ycoBIeHHbIe MMM (Y3HBIM ATLBEONISIPHBIM KpoBoTeueHneM. B Siy, Sy, Syi cermMeHTax mpaBoro J1erkoro — yrjioTHEHHE Jie-
TOYHOI1 MAPEHXMMBI [0 TUIY KOHCOJMAALmMK (6easi CTpelika), pacioyiosKeHHOe HEHTPAILHO, YTO 00YCIIOBICHO MG (Y3HBIM JIETOUHBIM
KPOBOTEUECHHUEM

COMPOBOXK/ABIIMIACS HEMPOAYKTUBHBIM KalllJieM. 3a MeJIULUH-
ckoii nomoltpio obpatmicst 05.04.2017 r. C uenbio yTOUHEHUs
JIMarHo3a U MPOBEJICHUsI JIONOJHUTEIBHBIX METOJIOB MCCJIeIOBA-
HMSI TOCTIUTAIIM3UPOBAH B MYJIbMOHOJIOTMYECKOE OT/IEJICHHE .

Ha MomeHT nocTyneHusi B CTalluoHap COCTOSIHUE Malu-
eHTa OblIO Y/JOBJIETBOPUTENbHbIM, TeMIlepaTypa TeJja
36,6 °C. IIpenbsBisn xkaao0bl HA HE3HAUNTEIBHYIO OJIBILIKY
npu cpusnyeckoii Harpy3ske. [Ipu paccnpoce oTmeTun penuau-
BUpYIOLIME HOCOBBIE KpoBoTeueHusi. [Ipu ayckynbranum jer-
KUX JIbIXaHUE BE3UKYJIISIpHOE C YacTOoTol 16 B 1 MHUH, XpHUIIOB
He oTMeyvanock. [Ipu nccnefnoBanum (pyHKIMKM BHELIHETO fIbl-
XaHMs BEHTWJISILMOHHBIX HAPYILIEHUI He BblsiBJieHO. [Ipu na-
60paTOPHOM HCCJIEJOBAHUM OTMEYEHO HE3HAYUTEIbHOE CHU-
>KeHue ypoBHSI reMorsiobuna go 125 r/n, MukporemaTypus
(ap. 5,250-14,0 - 10'%/n). YpoBHM KpeaTHHUHA 1 MOYEBUHBI B
CBIBOPOTKE KPOBM COXPAHSUIUCH B Mpefesax pedepeHCHbIX
3HaveHuii. [IppyHuMast BO BHMMaHKe ynoTpebJeHne HI0XaTelb-
HOro Tabaka M KypUTEJIbHbIX CMeceil HEeM3BECTHOI'O COCTaBa,
UMMYHOXPOMATOrpachuyecKUM METOJIOM MPOBEJIeH IKCIpPecc-
TecT Ha BblgBieHHe 10 HAPKOTUUYECKUX CPEJICTB B MOYe
(UXA-10-mynbru-gakrop, «PAKTOP-ME]]», Poccust). Pe-
3yJbTAT TECTa — OTPULATENbHbIN.

06.04.2017 r. y naumeHTa pa3BuiIoCh HOCOBOE KpOBOTEYE-
Hue. [Ipy pruHOCKONMM — YMEpEeHHOE UCKPUBIIEHUE HOCOBOI Tie-
peropojiku cieBa, B 30He Kuiccenb6axa oOHapy>KeHbI Clefbl
KpPOBH, FeMOpparnyeckue KOpouku, TpelyHa CIM3UCTON 060-
JIOUKM MO Kparo Hoca. [IpoBeyieHa MOBTOpHAst GPOHXOCKOIUS
(07.04.2017 r.). [IpucTeHouyHo B Tpaxee, GPOHXHATILHOM Jiepe-
Be OGHApY>KEHbI CJIefIbl CBEXKEeH KPOBHU, UTO PACLEHEHO BpauoM
Kak TMOCJIeICTBME HOCOBOT'O KPOBOTEUEHHSI.

OpHaKO MaCCMBHOE alIbBEOJISIPHOE JIETOYHOE KPOBOTEUEHUE
B anamHe3e, ganHble MCKT OI'K (ot 22.03.2017 r.) u Bnep-
BbI€ BBISIBJIEHHAS NMPU 0OCJIE0BAHINM MUKpOreMatypust ¢op-
MaJIbHO COOTBETCTBOBAJIM KPUTEPUSIM MOYEUHO-JIETOYHOTO
CHUHJIPOMA, YTO TIOTPeOOBaIO MPOBEICHUS IETANBHOTO 06CIe-
JIOBAHUS JIJIs1 MICKJTFOUEHMSI LIeJIOr0 CHeKTpa MH(EKIMNOHHBIX U
ayTOMMMYHHBIX 3a00seBanuii. B xone quddepenpanbHon au-
arHOCTHKM 00CYXK/JaJIM MOPasKeHHe JIETKUX B PaMKax CUCTEM-
HBIX 3200JIeBaHUI COEJUHUTEILHON TKaHU, B TIEPBYIO OYepefb
CUCTEMHOI KPAaCHOH BOJTYaHKM M CUCTEMHOT'O BacKyJIUTa, UH-
¢hexyy, BbI3BaHHbIE CIIEUU(UIECKUM BO30OY/IUTEIIEM, a TAKXKE
NepBUYHBII reMocusiepos. [1o pe3ysbTaTam NpoBeeHHbIX BU-
PYCOJIOTMYECKUX M OAKTEPHOJIOTMUECKUX UCCIICIOBAHUIA, HATIU-
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Yye y MalyeHTa aKTHBHBIX MH(EKUMOHHbIX 3a00JeBaHNil, B
TOM ymciie TyGepKyJe3a, OTBEPrHyTO. Y POBHU NIMMYHOTIIO0Y-
JIMHOB, aHTUHYKJIEAPHOTO (pakTOpa, aHTMHYKJIEAPHBIX aHTH-
TeJl, aHTUTE K JiBycrpaibHoi [JJHK 1 KOMIOHEHTOB chCTEMBI
KOMIIEMEHTA — B Ipefiesiax pedpepeHCHbIX 3HaueHuii. Mapke-
pbl  aHTHdOCHOMUMUAHOTO CUHAPOMa He OOHApY>KEeHbI.
14.04.2017 r. nBymMst M€TOaM1 UMMYHOOJIOTTUHIA 1 UMMYHO-
¢epmentHoro anannza (MPA) BeisBiensl antu-BMK-AT B
BbICOKOM TUTpe (>200 ME/MiI1), 4TO O3BONUIO YyCTAHOBUTD
muarno3 antu-BMK-6one3nn (6ome3us ['yamacuepa).

CamouyBCTBHUE NMALMEHTa B 3TOT NEPUOJl COXPAHATIOCH 6e3
YXYyJALIEeHUs], IPU3HAKOB [IbIXaTEeIbHON HEJOCTATOYHOCTU HE
BBISIBIIEHO (caTypanus KuciopopioM, StO,, — 98%), nokazarenu
reMOJMHAMUKU — cTabuibHbl. Cpa3y nocne yCTaHOBJICHUS -
arHosa aHTu-BMK-605e3H1 B COOTBETCTBUM C MEX/yHAPOJI-
HBIMU ¥ HAIUOHAJIbHBIMU PEKOMEH/ALMSIMU TIPUHSTO pelleHre
0 HayaJsie MHYKUMOHHON Tepanuu, HalpaBJIeHHON Ha yjjaJleHue
3 uupkynsiuuu antu-BMK-AT u npepynpexkaenne nx manb-
Helero o6pa3oBaHusi; Ha3HaUYeHa UIMMYHOCYTIPECCHUBHAs Te-
panus uuknodochamuom (LIPA) u rimokoKopTUKOCTEpOUaa-
mu (I’KC). ITpoBeneHo Tpu ceaHca MmyJibC-Tepanuy METHIIIPE-
Hu3oaoHoM (MII3) B mozax 500; 750 u 1000 mr B/B (14.04,
15.04 1 16.04.2017 r. cooTBeTCTBEHHO), offHa nHDYy3ust LIPA B
no3e 800 mr B/B (17.04.2017 r.) ¢ yIOBIETBOPUTENLHON NiEpe-
HOCHUMOCTBIO.

OpnHaKko, HECMOTPS HA MHULMALMIO UMMYHOCYIPECCUBHOMN
tepanuu, 14.04.2017 r. npu ocMOTpe BepBble OTMEUEHO MO-
sIBJIEHUE KpenuTaluy B 6a3albHbIX OT/AeNaX Jerkux. B Houb Ha
17.04.2017 r. (mocne TpeTbero ceaHca MyJIbC-Tepanuu) namu-
€HT MPOCHYJICS OT YyBCTBA 3aJI0XKEHHOCTH U TSKECTH B IPYy/l-
HOIl KJIeTKe, HEBO3MOXKHOCTH cfieaTh BAoxX. IIpu nomnbITKe
MIPUCECTb B KPOBATU PAa3BUJICS IPUCTYI KalllJIs, KOTOPBIIA 3a-
BEpILIMJICS Pa3BUTHEM MACCUBHOIO JIETOYHOI'O KPOBOTEUECHHUS.
B aToT nepuop Haj BceMU JIErOYHbIMU MOJISIMU BbICITyILIMBA-
Jack 3By4Hasi Kpenutanus. StO, cHusunack 1o 73%, 4To CBU-
[eTeNbCTBOBAJIO O PA3BUTUU BbIPAXKEHHON TMIIOKCEMUYECKOM
IbIXATENLHOM HefocTaTouHOCTH. MHCY hhsiiyst yBIaXKHEHHO-
T'0 KHCIIOPOJIa CO CKOPOCTHIO 5—9 J/MUH He KynupoBaJia TUOK-
CEMHIO, B CBSI3U C YeM TALMEHT NepeBefieH B OT/ieIeHN e aHecTe-
3uosioruu ¥ peanumauuu (OAP). ITpu yBenuueHuu cKopocTu
NOTOKa KKCI0pofa o 15 n/Mun noxkasarens StO, coxpaHsiicst
Ha ypoBHe 80%. [laupeHT 6bU1 MHTYOUPOBAH, HAYATA NHBA3MB-
Hast BeHTusiuus jgerkux (MBJI). OtMeueno ctpemutensHoe
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Puc. 2. KT OIK (11.05.2017 r.). B o6oux nerkux — eHTpoIo0yIsipHbIe MUKPOY3elKH (1—3 MM) 10 THITy «MaTOBOTO CTEKJIa» , CIU-
BaIOIINECsT MEXKJy CO00i1, CXOfHBIE IPYT C APYTOM TI0 pa3mepy, popme, i ¢y3HO PaCIoNOoKEHHbIE B KPAHNOKAY/IATLHOM TIPOSKIWN.
B Siv, Sv, Svi cermMeHTax mpaBoro JIErKoro paHee BbISBICHHAS] KOHCOIUAALMS HE OTNPENIENIIeTCs

¢opmupoBanne anemuu (reMorsioouH — 86 r/i). PyHkuus no-
4yeK 0CTaBalach COXpaHHOH (KpeaTMHUH — 90 MKMOJIB/JI, pac-
4yeTHasi CKOpOCTh Kiy6oukoBoi ¢unbTpauun — pCKP mno
CKD-EPI - 102,6 mn/mun/1,73 M2, MoueBUHA — 9 MMOJIL/IT).
ITpu pentrenosckom uccneposanuu OI'K o6Hapy>keHs! npu-
3HAKU CyOTOTAILHON UH(PUILTPALMY JIETOYHON TKAHU.

[Tocne npoBeneHUs: COYETAHHOM MYyJIbC-TEPANUK MPOJOJI-
xkeno nevyenne LUDA per os B noze 150 mr/cyt u MII3 per os B
no3ze 48 mr/cyT. OqHOBPEMEHHO NMPOBOAUINCH €>KETHEBHBIE Ce-
aHcbl mnasmoo6mena (ITO). BoimonHena nepBast akcgy3ust
o6bemoM 2800 MIT ¢ 3aMelIeHreM yIaJIeHHOTo 00beMa pacTBO-
poMm ansbymuHa 1 cBeskezamopoxkerHon mazmMel (C3I1). C ne-
JIbKO KOPPEKIUMU BO3HUKIIUX B PE3YJIbTATE JICUCHUA 'EMOKOA-
CYJISIMOHHBIX HapylueHuil (pubpuHoreH — 1,8 /i1, akTUBUPO-
BAaHHOE YaCTMYHOE TPOMOOMIIACTUHOBOE BpeMs — 29 ¢) nomnoun-
HUTEJIbHO BBOAMIIM Kpronpeuunurar. HecmoTpsi Ha mpoBoau-
Moe JIeueHue, y MalueHTa COXPaHSIMCh MPU3HAKU MPOJOJ-
>KAIOLErocs allbBEOJISIPHOrO KpoBoTeyeHus. [Ipun 6poHxocko-
mu 19.04.2017 r. B npocBeTe GPOHXOB OOHAPYKEHO GOIBILIOE
KOJIM4IecTBO KpoBu 6e3 crycTkoB. [IporpeccupoBanue moctre-
MOpparuyeckoi aneMuu (reMoryao6uH — 64 r/i) norpedosaio
nepeJMBaHusl 3pUTPOLUTHOI B3BECH.

B 211 Xe nHU y nanyeHTa pa3Buiiach MaKporeMaTypusi, a
YPOBEHb KpEaTUHMHA CHIBOPOTKH MOBLICWICS A0 138 MKMOIB/1T
(pCK® no CKD-EPI - 61 mi/mun/1,73 M?), 4To COOTBETCTBO-
BaJIO KPUTEPUSIM OCTPOro noyevHoro nospeskuenus (OI1IT) 1-it
crenenu. 3a Bpems Jedenust B OAP naupenTy nposefeHo 7 ce-
ancos 10 c ypanenuem ot 2800 mo 4000 mut mura3mbl 3a Kax-
ayto npouenypy. O61muil 06beM BBE[IEHHBIX PaCTBOPOB COCTa-
Bua 28 200 mut, B ToM uncne anb6ymuna — 4000 mu, C3IT —
23 700 ma, kpuonpeyunurata — 500 min. Kpome toro, anist Kop-
peKumy aHeMun BBefieHO B o6meit cioxHoctr 1800 M aput-
pouuTHOI B3BecH. JIerouHoe KpoBOTeUEHUE YAAIOCh KyNUpo-
Batb 22.04.2017 r. C aToro s nauyeHTa nepeBesn Ha caMo-
CTOSITENILHOE JIbIXaHNEe Yepe3 TPaxeoCTOMY, MPOJI0IKeHa KUC-
nopopoTtepanusi. YpoBenb aHTU-BMK-AT cHusumics, ogHako
HE JIOCTUT HOPMaJIbHbIX 3HaueHuit (68,2 En/mi).

Ha cnepyrommit aenb (23.04.2017 r.) BHOBb OTMEYEHO
YXYZLIEHWE COCTOSIHUS B BUJIE NPUCOEMHEHNS (PeGPUILHON
nmxopapku. I[Ipu o6GcneoBaHn OTMEYEHO MOBBILIEHUE OCTPO-
¢azoBbIx nokazaTteneil — C-peakTUBHOrO 6enka 0 28 Mr/a
(HopMa — 10 5 Mr/i) U mpoKanbUMTOHMHA 10 5 Hr/mi. [Ipu
peHtreHosnornyeckoM uccnenoBanun OI'K BbIsiBIeHa IByCTO-
poHHsi UHpUAbTpauus. [ yTOUHEHNUs 3THOJOTUU MH(pEK-
[IUOHHOT'O OCJIO’KHEHMS TTPOBE/ICHBI Ml/leOGl/IOJ’IOFI/I‘leCKVle nuc-
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CIIefIOBaHMS1, B TOM YHCJIe ToJMMepasHas LenHasi peakuysi. [Tpu
HOCeBe NPOMBIBHBIX BOJ] OPOHXOB B JaJIbHEMIIIEM MOy YeH POCT
Staphylococcus aureus. C 23.04.2017 r. HauaTa sMIUpHYecKas
aHTMOMOTHKOTEpANusi MEPONIEeHEMOM, KOTOpasi NPOBOAMIIACH B
TeyeHue 8 JHeN M MpeKpalleHa Mocjie HOpMAIU3auK yPOBHS
npokanbUUTOHMHA. Ha Bpemsi jeueHuss UH(MEKUUOHHOTO
ocnoxHenuss HPA ormennnu, noza MII3 octaBanach npex-
Her. 05.05.2017 r. maiyeHT B yIOBIETBOPUTEIHLHOM COCTOSTHAN
nepesefieH 3 OAP B mynbsMoHosornueckoe otnenenue. [Ipu
ayCKyJbTALUK B JIETKUX >KE€CTKOE AbIXaHUE, XPUIbI U KpeNuTa-
M He BbIcaynmBaiich. [1o JaHHBIM 06CieloBaHys, OKCUTeHa-
1S KpoBH B npefieniax HopMbl (StO; 97%), ypoBeHb reMorsio-
61Ha nosblcuics 1o 118 r/n, coxpaHsnach MUKpPOreMaTypus
(ap. ot 61 - 10"/ 1o 45 - 10"%/;m). Cpeayt IpUYUH SPUTPOLIUTY-
puu, kpome antu-bMK-HedpuTa, Ha TOT neprop o6cyxa-
Jlachb BO3MOXHOCTb TOKCHYECKOT'O JIeiCTBUSI META00IUTOB
HPA Ha causucTyro 060J104Ky MOUeBbIX nyTeii. [Ipu aTom
KOHLEHTpalusl KpeaTUHUHa cHu3uinach Ao 108 MKMOJb/1
(pCK® mo CKD-EPI - 75 ma/mun/1,73 M?), 94TO CBUfIETEb-
CTBOBAJIO O MOCTENEHHOM BOCCTAHOBJICHUN (DYHKUMU MOYEK.
Yposenb auTU-BMK-AT cHu3uics 10 HOpMabHBIX 3Haye-
Huit — 20 ME/mMn (pedepeHcHoe 3HaueHHe J1laGopaTopuu
<22 ME/mn). ITpu konrponenoit MCKT OI'K ot 11.05.2017 r.
(puc. 2) TakKe OTMEUeHa OTUYETIIMBAsI TIOJIOKUTENbHAS ITHA-
MHKa B BHJI€ CHIDKEHHS BBIPAXKEHHOCTU MHTEPCTULUATBHBIX
U3MEHEHUH JIErOYHO! TKaHU, OOPATHOIO Pa3BUTUSI yUACTKOB
KOHCOJIMALMN.

[ManumenT Bemucan 12.05.2017 r. gns npooKeHns Jieve-
HUSI B aMOYJIATOPHBIX YCJIOBUSIX C OKOHYATEJLHBIM JIMAarHO30M:
aHTu-BMK-0o0nesns (6one3np I'yanacuepa) ¢ nmopakeHunem
Jlerkux (aabBeoNISIpHOE KPOBOTEYEHUE, OCTPBII pECIIMPATOP-
HBII ucTpecc-cunapom), nodek (I'H, OIIIT), neuenne meTona-
MM 3KCTpakoprnopasibHoi reMokoppekuuu (7 ceancos I10), uu-
Toctatukamu (nmynbc-repanus LHPA ogHokpatHo 800 mr B/B
17.04.2017 r., 3aTem BHyTpb 150 mr/cyT), 'KC (mysabc-Tepa-
st MI13 Tpoekparno, cymmapuo 2250 Mr B/B, 3aTeM BHYTPb
48 mr/cyt). Ilocse BbINMCKM UIMMYHOCYIIPECCUBHAsL TEPANusl
npojoJikeHa, yepe3 1 Mec OT HavaJla JIeYeHNsl Ha4aTo 10CTe-
neHHoe cHkenne 1o3bl MI13. Yepes 3 Mec oT Hauana JieueHust
3aBepiieHa Tepanus LIDA.

B urone 2017 r. nauueHT nepeHec MHGMEKLUMIO HUXKHUX [ibl-
XaTeJbHBIX MyTel, KIMHUYECKU MPOSIBISBLIYIOCS KPaTKOBpe-
MEHHBIM 311307I0M cyOeOpusIbHON TMXopaaku, KauuieM. [1pu
MCKT ot 14.07.2017 r. B Sy cerMenTe npaBoro Jerkoro Bu-
3yaJIM3UPOBAHO LEHTPAIBHO PACHOJIOXKEHHOE YIIJIOTHEHUE Jie-
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Puc. 3. KT OIK (14.12.2017 r.). B 060oux Jlerkux — eHTpoI00yIsipHble MUKPOY3eJKHU (1-3 MM) 1O THITy «MaTOBOTO CTEKIIa» , CIIH-
BalOIIMECs MEX/Y CO00i1, CXOHBIE APYT C APYTOM 110 pa3mepy, popme, i y3HO PacoNoKeHHbIE B KPAHHMOKAYIAIBLHOM POeKIMH,

06yCJTOBJ’IeHHbIe NEPBUYHBIM JIETOYHBIM I'€MOCHIEPO30OM

rovyHoi napeHxumbl. OLEHKA IMHAMUKY KIIMHUYECKUX CUMIITO-
MOB, OTCYTCTBHE KaKUX-JIMOO U3MEHEHMI1 Ta00PaTOPHBIX MO-
Ka3aTeJiell O3BOJIMIM TPAKTOBATh N3MEHEHUS JIETOYHON TKAHU
B paMKax 04aroBOro BOCHAIMTEIHLHOTO Mpolecca NHEKIMOH-
HOI1 3THOJIOTHH.

Ha MoMmeHT nocieHero AucnaHcepHoOro o6cieloBaHus B
neka6pe 2017 r. cocTosiHME MalMeHTa OCTAETCS YIOBIETBO-
PUTENBHBIM, TPYAOCIOCOGHOCTH MOJHOCTHIO BOCCTAHOBJICHA.
IIpopomkaer nonyyats MII3 B nogiep:xuBaroieit 1o3e 2 Mr.
Yposenb anTu-BMK-AT <22 Ep/mi. I'emaTypusi HOTHOCTBIO
perpeccupoBana. ®ynkuus nouek coxpanta (pCK® no CKD-
EPI — 93 ma/mun/1,73 m?). o mamaeiv MCKT OT'K ot
14.12.2017 r., coxpaHsieTCsl CHUXKEHUE NMHEeBMaTHU3allH Jie-
FOYHOM TKaHW BO BceX oTaeiax jerkmx (900-850 HU) 3a
CYET MHTEPCTULHAIBHBIX U3MEHEHUI LIEHTPOJIO0YJISIPHOM JI0-
KaJu3aluu, 09aroB KoHcoauaauuu Het (puc. 3). [lnurenbHas
NepCUCTEHIMS (PeHOMEHa «MaTOBOTO CTEKJIa» He MO3BOJISIeT
WCKITIOYUTD Pa3BUTHE Y HALIETO NalMeHTa JIETOYHOTO TeMOCH-
feposa.

B nepuopn rocnimranuzaiyv nai@eHTy He MPOBOMIIOCH MOP-
¢onornyeckoe rccrefoBaHre noyeyHoro 6uontara. Bo Bpems
npe6biBanust B OAP oT BbINonHeHUs! He(PpPOOUONCUY PELIEHO
BO3JIEP>KAThCS MO MPUYMHE TSKECTH COCTOSHUSI (MACCUBHOE
aJbBEOJISIPHOE KPOBOTEUEHNE, AHEMHUSI TSIXKEJION CTEeTIeHN, MaK-
porematypust). [Tocne cTabunusanyy cCOCTOSIHUS NALUEHTa -
arto3 «aHTu-BMK-605€e3H1» yke He BbI3bIBaJl COMHEHUI, He-
CMOTPSI HA TO YTO KIIMHMYECKOE TeYeHHe TIOUYEHYHOro Tpouecca
(6e3 pazsutust BIII'H) otnmyanock ot xapaktepHoro st 60-
ne3nu I'yanacyepa. B panbHeiimiem ¢yHkumMs nouyek mnoii-
HOCTBIO BOCCTAaHOBUJIACh, & MOUYEBOI CMHJIPOM PErpeccHpoBall,
B CBSI3M C UeM MpoBefieHne Hepooduoncun Ha aMOyJIaTOPHOM
3Tare NpefiCTABISIOCH He BIIOJIHE ONPaBAHHBIM.

KAMHMueckoe TeyeHue

ITpepcTaBneHHoe HaMK HAGIIOfIEHUE IEMOHCTPUPYET aTh-
NUYHbIA BapuaHT TeueHust aHTu-bMK-6one3Hu ¢ pazsutuem
reMOpPPAarun4yecKoro ajabBEOJIUTAa U OCTPOW IbIXaTENILHO HEJ0-
CTaTOYHOCTH, oTpedoBasielt MIBJI, B coueTanny ¢ yMEpeHHO
BBIPA)KEHHBIM IOYEYHBIM NOBPEXACHUEM, MPOTEKABLIAM C
anu3ofom OINIT 1-ii crenenn Ha poHe coxpaHsiBLLIECs B Teye-
HME HECKOJIbKMX HEJIeNIb U30/IMPOBAaHHON reMaTypun, 06e3 pas-
BUTUS KIMHUYecKoll KapTunbl BIII'H. DTo neMoHcTpupyer
BO3MO>KHOCTb Pa3BUTHs CYILECTBEHHOIO 60Jlee GJIarOnpUsiTHO-
ro, 4eM B TUIIMYHBIX CJIyYasx, BapuaHTa TeyeHus aHTu-bMK-
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I'H, B HawieM ciyyae 3aBepIIMBILETOCS MOJHBIM BOCCTAHOBJIE-
HUeM (pyHKIMY NoveK. B TeueHue nocneguux 5—-6 neT B 3apy-
GE>KHOM TuTepaType OnyGIMKOBaHbI IECTKU HAOIIOAEHU! He-
o6braHoro Teuenus: aHtTu-bMK-6ome3nn. CyiecTByroT onmca-
HUs1 HabmrofieHni TeyeHnst anTu-BMK-6omne3nn ¢ n3onmposan-
HBIM MOpasKeHUeM JIeTKuX (0Koso 3% BceX CllyyaeB), ITIUTENb-
HbIM TeyeHneM I'H 6e3 yTpaTbl (hyHKIMM OYeK, a TAKXKe Cepo-
HeratuBHbIe (popmbl 3a6oneBanus [18-20]. Kpome Toro, ycra-
HOBJICHAa BO3MOXXHOCTb Pa3BUTHSI PAHHUX U OT/AJIEHHBIX PeLU-
nuBOB Gosie3Hu [21-25]. [IpuunHbI ATUIIMYHOTO TEUSHUS] aHTH-
BMK-605n€e3H1 10 KOHIA He sICHbI. Pa3HbIMU aBTOpaMy BBICKa-
3bIBAIOTCS TUNIOTE3bI 00 ONpeJeNsoleM 3HaYeHN 0COOEHHO-
cTelt (popMUPOBaHKSI MIMMYHHOTO OTBETa Y OT/ICJIbHBIX MalMeH-
TOB, a TaKXe MOBTOPHOTO KOHTaKTa C HEeOJaronpusTHbIMU
¢pakTopamu BHelIHel cpefipl [26—28]. B cBsi3u ¢ 3TUM Hatemy
MALMEeHTY HACTOSITENIbHO PEKOMEHI0BAHO OTKA3aThCs OT Kype-
HUS1 ¥ IO BO3MOXKHOCTH M30eraTh BO3JICHICTBUS IPYTUX U3BECT-
HBIX TPUITEPHBIX (PaKTOPOB.

B nmporokoun rocnurans Hammersmith, B34TbIi 32 OCHOBY
nipu coctaBiennn pekomeHaanmit KDIGO no nevyenuro namyeH-
TOB ¢ aHTU-BMK-6071€3Hb10, B IOC/IEHUE IOIbl BHECEHBI N3Me-
Henust (cM. Tadauny). MomuduupoBaHbl TOKa3aHUs K Mpe-
KpAaIEHUIO JieueHns riasmadepe3omM (HopMann3anusi ypoBHSs
anTu-BMK-AT B ChIBOPOTKE KPOBH), INIUTENHHOCTb U UHTEH-
CHUBHOCTb UMMYHOCYIIPECCHH (JIOKa3aHO OTCYTCTBUE NMPEUMY-
ecTB napeHtepansHoro BeefieHust HPA B CBEpXBBICOKHX JI0-
3ax B aKTUBHbIN nepuoy; 6one3nn) [29-32]. Kpome Toro, mocne
3aBeplIeHns 2—3-MeCIYHOro Kypca IMTOCTaTUYeCKOH Tepanuu
C LeJbI0 TOoiep>KaHus peMuccy 3a0051eBaHusl ITIMTENbHOCTD
npuema I'KC BHYTpb peKOMEHJJOBaHO YBEIMUUTH € 6 10 9 mec,
4yTO OBUIO CAENaHO U Yy Halero naypeHTta [33]. B kauyecTse anb-
TepHATUBBI TPAIUIMOHHON cxeMe jeueHns antu-bMK-6omnes-
HU MOXKET paccMaTpUBaThLCsl HA3HAUYeHNe puTykcumaba, KOTo-
Pphlii moKasan cBo 3(p(PEeKTUBHOCTH KaK MPH KIACCHUECKOM
TEeYEeHNU 3a00JIeBaHus, TaK U Y OT/EJIbHBIX MAIMEHTOB C (heHo-
MEHOM JIBOMHOT'O aHTUTENI000pa30BaHNs — COYETAaHUEM aHTU-
BMK-AT ¢ AHIIA [34, 35].

3akAloueHue

IIpencraBneHHoe HaMK HAOJIIOfIEHUE IEMOHCTPUPYET aTH-
NMWYHBIA BapuaHT TedeHus: aHTu-bMK-0one3nu ¢ passutuem
aJIbBEOJISIPHOTO KPOBOTEUYEHHUSI M OCTPOI IbIXaTeJILHON HEefl0-
CTATOYHOCTH MPU OTHOCUTENHHO GJIaronpusiTHOM TeUEHU! T0-
YyeyHoro npouecca. HecMoTpst Ha TSKeCTh MOpaskeH!sl JIETKKX,

TEPAMEBTUHECKUW APXVB 6, 2018



ATunuyHoe tedeHue 6oresHu l'yanacqepa

Ta6Anua. CoBpemeHHble MOAXOABI K Ae4eHHI0 aHTH-bBMK-60Ae3Hm [33]

Merop nedyenus/

npenapar

HO3& 1 OPpOJOJKUTEIIBHOCTD JIEYEHUSL

Mepb! NperoCTOPOSKHOCTH

[Tnasmacpepes
(I10)

LIPA

I'KC

[IpopunakTrka
OCJIO>KHEHUIT

* O6beM 3Kcy3un 10 4 71 ¢ 3aMelIeHIeM PacTBOPOM
ans6ymuHa 5%

* ExxenneBHo B Teyenne 10-14 cyTt wim 1o HopManm-
3auuu ypoBHsl aHTU-BMK-AT

* Y MauyeHToB ¢ aJbBeOJISIPHBIM KPOBOTe4eHHEM —
gactnyHoe 3amenienre C3I1

* [Tocne HecppoOMoONCHM — IOTIOJHUTEILHOE BBEJICHUE
C3I1 300-600 mn/cyT B TeyeHue 3 cyT

o JIeueHue nNpofoKUTh B TeueHue 14 qHei umm 1o nos-
HOU HOpPMaJIN3aliX YPOBHSI aHTHUTE

* 2-3 MI/KT B CYTKHU per 0s B TeueHne 2—3 mec
* Y maupeHToB B Bo3pacTe crapiue 55 net — He 6oniee
2 mr/kr

* IIpennu3om0H 1 MI/Kr B cyTKH per os (He Gomee
60 mr/cyT)

¢ [TocTeneHHOE eXXEHENENLHOE CHIKEHNE O3]
no 20 mMr/cyT K 6-¥ HefeJie eveHus1, 3aT€M NOCTe-
MEHHOE CHIKEHUE JI0 TIOJTHOM OTMEHBI 3a 6—9 Mec

¢ [Tpocpunakruka rpudkosoit ungexuun (Ha 'KC)

o [IpodunakTika nHeBMOHMU P. jirovecii KO-TpUMOKca-
30510M (nipu JieueHun LIPA)

* VlHruburops! npoToHHOI oMbl (pu geuennn ['KC)

¢ [IpohunakThKa (UTOMETANOBUPYCHOIN MH(EKIMI

[To BO3MOKHOCTH MOAIEP>KUBATH LieJIEBbIC 3HAUCHUSI:

* TpomGoruTsl >70 - 10%/n

* ®uGpuHoTeH > 1 /71 (BBEIeHNE KPHOTIPELMITATATA
npu ¥ Ha oHe nnasmacdepesa)

* 'emorno6un > 90 r/n

» Kanbuii — B ipeenax pehepeHCHbIX 3HAYSHNI

¢ JlefikouuThI < 4 - 10°/1 — npepBaTh JieueHue u BO3-
OGHOBUTB B MEHbLIIEH 103€ OC]IEe BOCCTAHOBJICHUS.

* [TanHbIX 06 3¢pekTrBHOCTY B/B BBeneHus: LIDA He-
J0CTaTOYHO

* DppeKTUBHOCTH BHYTPUBEHHOr0 BBefeHuss MI13
He M3yueHa.

* MoKeT NOBBIMIAThH PUCK NH(EKIMOHHBIX OCJIOXKHE-
HUI

o KO-TpI/IMOKCZBOJI TNOBBIIIAET PUCK PA3BUTUS JIeHKO-
TICHUHU

AIUKJIIOBUPOM IO NNOKa3aHUsIM

¢ [Tpocpunakruka peaktuBauun HB V-ungexuynm (Ha-

NpUMep, TaMUBYIMHOM) MO MOKAa3aHUsIM

NpUMEHEHNE COBPEMEHHOI CXEMbI JIEUEHNs, OCHOBHBIM NPVH-
LIUIIOM KOTOPOW SIBJISIETCSI OHOBPEMEHHOE HCIOJIb30BaHUE Me-
TOJIOB 3KCTPAaKOPHOPAIbHON reMOKOPPEKIMU U COUYETAHHOMN
MMMYHOCYTIPECCUBHON TEpanuu, MO3BOJIAIIO TOOUTHCS TTOTHOM
MEMLMHCKON U coUMalibHON peabunutauyy nauyeHTa. Hosbie
JaHHbIE O MaTOreHe3e, KIMHUUYECKOM TEUeHUN U UcXofiax 60-
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