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Pesrome

Cungpom I'ygnacuepa — aymouMMyHHOe 3a00AeBaHUe,
pasBuBaroujeecsi BCAegcmaue NOABAEHUS AHMUMeA K 6a3aAb-
HoU MeMOpaHe KAyOOUKOB, ABASIeMCS PegKUM U NOMeHYUAAb-
HO ONACHbIM OCAOXKHEHUeM UHQEKUUOHHBIX 3a60AeBaHull,
MAKUX KAK Ipunn, HOBAsL KOPOHABUPYCHASL UHGEKUUS, AgeHO-
BupycHas uH@ekyus. TeueHue Moxxem OblMb HEMUNUYHBIM
U NPOABAAMBCA KAK MsUKeAds (popMa BUPYCHOIO 3a00AeBa-
HUS, OCAOXKHEHHOTO OCMPbIM PeCnupamoOpPHbLIM gucmpecc-
CUHGPOMOM U CencucoM Ha (hone npucoeguHuBwelics baxme-
puarbHoU uH@pexyuu. Heobxogumble Memogbl gUArHOCMUKU
morym 6blmb HEgOCMYNHbL UAU BBINOAHAMBCS C OOALWOU 3a-
gepXKoll B CAyude HANPABAEHUS OUOAOTUYECKOro Mamepua-
AQ B CMOpoHHue opranusayuu. CBoeBpeMeHHAsl YCMAHOBKA
guarHo3a u HauaAo0 Cneyu@uueckoro AedeHust CnOCOOHbL CHU-
3umb AemaibHOCMb noumu B 2 pasa. B cmambe npegcmasaen
KAUHU4eckull cayuati nayuenma c cungpomom I'ygnacuepa,
HAXOgUBWETOCsl B KAUHUKe UHQEeKUUOHHbIX OoAe3Hell Boen-
Ho-MeguuyuHckol akagemuu umenu C.M. KupoBa ¢ ocmpoti
pecnupamopHoll BupycHoll uHgpexyuet, OCAOKHEeHHOU NOoAU-
cermMeHMApHOU NHeBMOHUelU.

KaroueBsle caoBa: anmu-BMK 6oae3nb, ocmpblll pe-
cnupamopHblll gucmpecc-cungpoM, cuHngpom I'ygnacuepa,
NHEBMOHUS, OCMPAs ghlXameAbHAs HegOCMAMOYHOCMb.

BBepenue

B 1919 r. BOo BpeM4 MaHAEMUM I'PUIIIA AOKTOP Op-
HecT YUAbsIM ['yallacuep BIiepBbIE OTIHCAA MTAIMEeHTa,
WHQEKITMOHHOEe 3a00AeBaHMEe KOTOPOTO OCAOKHU-
AOCh KPOBOXapKaHBEM U OCTPHIM TAOMEPYAOHedPHU-
TOM. B TeueHre MHOTMX AET OHO HOCHAO €T0 UMS —
cuappoM ['yamacuepa. B Hacrosiee Bpems TepMUH
«aHTU-BMK 0Oone3HB» sgBAeTCI OOAee IIPEANOUTH-
TeAbHBIM [1]. HacToTa BCTpeYaeMOCTH Yy MY’KUWH
¥ JKeHIITMH OAMHAaKoBas 1 cocTaBasieT 0,5 — 1 geroBek
Ha 1 MAH HacenreHUs. Bo3pacTHoe pacupepenreHre —
OMMOAAABHOE C TTMKOM BO3HWKHOBEHUS Yy MY’KUWH
B 20 AeT, c 60Aee BBIpa’KeHHBIM ITOPa’keHUueM AETKUX,
ayJsKeHIIMH B 60 AeT, 4acTO CONPOBOJKAAIOIIEecs
TOABKO TAOMEPYAOHEPUTOM [2].

AanHoe 3aboAeBaHUE SIBASETCS OMACHBIM AAS
KU3HU BAaCKYAUTOM MEAKHX COCYAOB (KAIIMAASIPU-

Abstract

Goodpasture's syndrome, an autoimmune disease re-
sulting from the appearance of antibodies to the glomeru-
lar basement membrane, is a rare and potentially danger-
ous complication of infectious diseases such as influenza,
new coronavirus infection, adenovirus infection. The course
may be atypical and manifest as a severe form of viral dis-
ease complicated by acute respiratory distress syndrome and
sepsis against the background of an accompanying bacterial
infection. The necessary diagnostic methods may be unavail-
able or performed with a significant delay if biological ma-
terial is sent to third-party organizations. Timely diagnosis
and initiation of specific treatment can reduce mortality by
almost half. The article presents a clinical case of a patient
with Goodpasture syndrome who was at the clinic of infec-
tious diseases S.M. Kirov Military Medical Academy with
acute respiratory viral infection complicated by polysegmen-
tal pneumonia.

Key words: anti-GBM disease, acute respiratory distress
syndrome, Goodpasture's syndrome, pneumonia, acute re-
spiratory failure.

TOM) MOYEK U AeTKUX, IIPU 3TOM y OOABIIMHCTBA IIa-
IIMeHTOB pPa3BUBaeTCsd OBICTPO NPOIPeCCUPYIONIUN
raoMepyAoHedpHUT, a y 40 —60% Bo3HUKaeT Auddy3-
HOe anbBeoAsipHOe KpoBoTeueHue (AAK). AeTanrb-
HOCTB 6e3 crnenuduueckoi Tepanuu AocTuraet 96%,
u A0 47% Ha doHe AedeHus [3]. [laTorenes pa3BuTus
OCAOJKHEHUH CBSI3aH C OTAOJKEHHEM B aAbBEOASIPHOU
U KAyOOYKOBOM 0OazaAbHOM MeMOpaHe IIUPKYAUPY-
IOUIUX ayTOQHTUTEA, HAIlPABA€HHBLIX IIPOTUB AHTU-
reHOB KOAAareHa IV Tumna B 6a3zarbHBIX MeMOpaHax
KAYOOUKOB M aAbBeOA. TOUHBIM MexXaHNU3M 00pa30oBa-
HUS ayTOAQHTUTEA HeM3BeCTeH, HO, BepPOsITHO, CBI3aH
¢ dpakTOpaMmM OKpPY’KaloIlel CpeAbl, UH(MEKIUIMU
UAU IPSIMBIM ITIOBPEXKAEHUEM ITIOUeK U AeTKUX Yy I'eHe-
TUUYECKN BOCIPUUMUUBEIX AIOAEY [4]. YCTaHOBAEHBI
accolualuy C TPUIIIOM, aA€HOBUPYCOM, HOBOU KOPO-
HaBUPYCHOM UH@eKNuel U BaKIUHAIuel oT Hee [5].
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TunnyHag KAWHUYECKass KapThHa 3aboAeBaHUI —
PEeHO-IIYABMOHAABHBIM CHHAPOM, OAHAKO OIIMCAHO
3HAUUTEAbHOE KOAWYECTBO APYTUX TUIIOB IIPOSIBAE-
HUS. BOABIITMHCTBO NaIleHTOB COOBIIAIOT O IIPOAPO-
MaAbHOM IIEPUOAE, COITPOBOKAAIOIIEMCS YCTAAOCTBIO
U HeAOMOTaHHeM, IIPOAOAKUTEABHOCTHIO OT 1 Hepe-
AU AO HECKOABKUX MecsneB. [Ipu peHTreHorpadumn
Aerkux (Pr OI'K) oOBIYHO BBIIBASIIOT ABYCTOPOHHIOIO
AETOUHYIO KOHCOAWAaIuio. OnucaHbl cAydau AUp-
(Py3HOTO AETOYHOTO KPOBOTEeYEeHUSI IIPHU HOPMAaAbHOM
PEeHTreHOAOTHYeCKOM KapTuHe. [lo AaHHBIM KOM-
IBIOTEPHOM TOMOTpaUM OPraHOB TPYAHOM KAETKU
(KT OT'K) — ABYCTOpPOHHEE AerOYHOe 3aTeMHeHUe,
IpUu3HakKu AUP@PY3HOTO AETOYHOTO aAbBeoAUTa [6].
AerouHasi CUMIITOMATUKa MHOTAQ MOJKET Pa3BUTHCSI
3@ HECKOABKO HeAeAb UAU MeCSIleB A0 ITOpa’keHUs
noyek. B oOiieM aHaAM3e MOYM 4acTO BCTpedaeTcs
MHUKpOreMaTypusl, pe’ke MaKporemMaTypus, HpOTeu-
HypHus yMepeHHas, HO WHOTA@ MOJKeT Pa3BUBATHCSI
He(pUTHUUECKUM CHUHApPOM [6]. AmarHoctuka 3abo-
AeBaHUS OCHOBaHA Ha UMMYHO(MEpPMEeHTHOM aHaAn3e
Ha aHTHUTeAa IgG K Oa3arbHOM MeMOpaHe KAYOOUKOB.
ChaepyeT OTMETUTh, UuTO npuMepHo y 10% mnanmeH-
TOB C MOATBEP>KAEHHBIM 3a00AeBaHMEM 110 AQHHBIM
OMOIICUM IIOYEeK aHTUTeAa He BBIABASIOTCH. [loaTo-
MYy OTPUIIQTEABHBIN TeCT Ha aHTUTeAa aHTU-BMK nHe
uckarouaeT ero [7]. Lleablo AeueHUd SBASIETCS CHU-
>KeHHe BOCIIaAeHUsI B IIOYKaX, YAAAeHUe ITUPKYAU-
PYIOIIUX IIaTOT€HHBIX ayTOAHTUTEA U IIOAABAEHUE
ux obpasoBanuga. CoraacHo KAMHUYECKOMY IpaKTH-
YeCKOMY PYKOBOACTBY IIO A€UEHUIO TAOMEPYASIPHBIX
3aboneBaHUM [3], Tepanmsa AOAKHA OBITH OCHOBaHa
Ha nmaazmadgepese (ITAD) (B o6veme 40 — 50 MA Ha KT
MAEAABHOM MacChl TeAa), TUKAoQocdhamMupe (Ipu He-
3(pPeKTUBHOCTU PUTYKCHUMab) 1 TAIOKOKOPTUKOCTeE-
pomAax (MeTHUATIpeAHU30A0H). [TAD pekoMeHAyeTCs
BCEM IallMeHTaM 3a MCKAIOUeHUEeM TeX, KTO UMeeT
100% KAYOOUYKOBBIX TOAYAYHUU UAY CKAEPO3 KAYOOU-
KOB O6oaee 50%. AMepuKaHCKoe 00I1ecTBO adepesa
(American Society for Apheresis, ASFA) pekomeHAY-
et I[TAD marnmenTaM, y KOTOpbIX HabAtopaercst AAK
BHE 3aBHCUMOCTHU OT PYHKIIUU ITOUYEK U TOTPeOHOCTU
B Anaaunse [8]. PuTykcumab Bce dallle MCIIOAB3YeTCS
B A€UEHUU MMMYHOOIIOCPEAOBAHHBLIX TAOMEPYASp-
HBIX 3a00AeBaHMN. MexaHu3M CBSI3aH C UCTOlIleHHeM
CD-20-103UTUBHBIX B-KAETOK ITOCPEACTBOM aHTUTE-
AO3@BUCUMOM KAETOYHO-OIIOCPEAOBAHHOM ITUTOTOK-
CUYHOCTH, KOMIIAeMEHT3aBUCHUMOU IIMTOTOKCUYHO-
CTH U aQIIONITO3a, YTO BEAET K TOAABAEHHUIO BEIPAOOTKHU
aHTuteA. OH TIPOAEMOHCTPUPOBAA IPPEKTUBHOCTH
npu AHIIA-BackyAuTe u MeMOpaHO3HOM HedpoIa-
THUM, HO €r0 UCIIOAB30BaHUe IIpU AeueHuU aHTUu-bMK
OOAe3HU OCTaeTCd OrpaHUYeHHBIM BBUAY OTCYTCTBHUS
KOHTPOAMPYEMBIX HCCAepOBaHUM [9]. Purykcumab
BBI3BIBAET IOAHYIO PEMUCCUIO aABBEOASIPHOT'O KPOBO-
TeUeHMd, HO He YAyYIIlaeT HoYeuHble HCXOABI y Talu-
€HTOB, 3aBUCSIINUX OT AMaAU3a, A@’Ke eCAU TUTP aHTHU-

TeA cTan oTpunareAbHbIM [10]. TIpemapatr OvicTpo
BBIBOAUTCSI M3 KPOBOOOPAIeHUS NIPH NpUMeHEeHU!U
[TA®, nosTOMY IIOCAE €r0 BBEACHUS AO CAEAYIOIIEro
ceaHca AOAJKHO IPOMTH He MeHee 48 4 [5]. 3aboaeBa-
HHe 0OBIYHO OAHOMA3HOe, PEIIUAUBEL PEAKH (B OCHOB-
HOM Yy KYPHABIIMKOB), IOAAEP’KUBAIONIAS AAUTEAD-
Hag UMYHOCYIIpecCUBHad Tepamnus He Tpebyetcd [3].

KanHnyeckuii cayyan

INamuent E., My>XcKoi OA, 17 AeT, B aHaMHe3e IIe-
peHec ocTpoe pecnupaTopHoe 3aboreBanme (OP3),
coInpoBoOyKAaBIIeecs (eOpUABHOU AnXopasKol (DA),
AQPUHTOTPAXEUTOM, AEUYUACS B MEAUIIMHCKOM IIyH-
KTe. Uepes 47 pAHeU IIOSIBUAOCH IIEepILIEHUE B TOPAE,
HACMOPK, KallleAb 1 03HOO. Ha BTOpoI AeHb OoAes-
HM 0o0paTuAcs K Bpauy. Ha MoMeHT ocMoTpa HeOHbBIe
MMHAQAUHBI TUIIePEeMUPOBaHbl C eAMHUYHBIMU T'HOM-
HBIMU (DOAAUKYAAMU, HOCOBOE AbIXaHUe 3aTPYAHEHO,
TeMnepaTrypa 39,3°C. Bremmoanena Pr OI'K, Ha KoTo-
PO BBIIBA€HA WH(PUABTPALUS B A€BOM ACTKOM. AAS
MAAbHEMIIIero AeueHus MallieHT HallpaBA€H B TOCIIU-
Taab. [Tpu mocTymaenun Temneparypa 37°C, SpO, —
97%. Ha BTOpO# AeHb rOCIUTaAM3AaIUN AUXOPaAKa AO
40°C, cuuyxeHue SpOZAO 88%. Ha KT OI'K — aBycTo-
POHHSIS IIOAMCErMeHTapHas MHQUAbTpAnus Aerod-
HOM TKaHU. Bo BpeMs ToCIUTaAM3alUM OCYIeCTBAEH
PSIA AMATHOCTUUYECKUX Aa00PATOPHBIX UCCAEAOBAHUMN
(AanHBIe IpeacTaBAeHEI B Tabaniie). B ITLP (Ma30k 13
HocoraoTkH) BeigBaeHa AHK apeHoBupyca. C yueTom
IIPOTPECCUPOBAHUS ABIXaTEABHON HEAOCTATOUHOCTU
nanuyeHT nepeBepeH B OPUT KAMHUKU HHOEKITU-
OHHBIX OoAe3Her BoOeHHO-MeAWIIMHCKOM aKapeMHU
um. C.M. Kupoga.

Ha MOMEHT HOCTYyIIA€HUS — COCTOSIHHE CpeAHel
CTelleHU TsKecTH. 2KanoObl Ha KallleAb, OOIIYIO CAa-
0ocTb. KaTapaabHble NPOSBACHUS He OTAMYAAUCH OT
OIIMCAHHBIX Ha IIpeAbIAyIeM sTane. Co3HaHUe SICHOe.
Hespoaoruyeckuii ctatyc 6e3 ocobeHHocTel. Kputuka
CHMJKEHQ, BhIpaKeHHAas1 SMOIIMOHAAbHAs AAOUABHOCTD.
[Tpu oO111eHNY OBICTPO UCTOIIAETCs, aAMHaMUUeH. Koxk-
HBIY ITIOKPOB (PU3NOAOTUUECKOM OKPACKU U BAQKHOCTH.
Temneparypa Teaa 36,7°C. ApixaHue 3hEHeKTUBHOE
(SpO, 98 —100%) Ha done MHCYDHAAIMY YBAAKHEH-
HOT'O KUCAOPOAA O A/MUH. BHE KMCAOPOAHOM ITOAAEPIK-
KU SpO2 — 89—-90%. YAA, 18 —22 B MuH. 'eMopuHa-
MUKa crabunbHas. JKusoT Markuil. Gusnororudeckre
oIlpaBAeHUs B HopMe. Ha MOMEeHT IepBUYHOTO OCMOTPa
TSPKECTb COCTOSIHUSI ObIAa OOYCAOBAEHA OCTPOM AbIXa-
TeAbHOM HepocTaTouHocTbio (OAH) ¥ MHTOKCHKAIM-
OHHBIM CHHApPOMOM. [Ipou3sBepeH 3ab60p OpPOHXOAAB-
BeoAsdpHOTO AaBaka (BAA) Ha 6GakTepHOAOTHUYECKOe
(MBH), mukpockonmueckoe u ceporormdeckue (CI)
nccaepoBanus. Bemoanena Pr OT'K (puc. 1A). Chopmy-
AWPOBaH INPEABAPUTEAbHBI KOMOWHHUPOBAHHBIM AMa-
rHo3: 1. BHeOOABHUUYHAS ABYCTOPOHHSS ITOAMCEIMeH-
TapHasa nmHeBMoHuA (ITLIP na AHK apeHOoBUpYyCa « + »,
rpaMM + KOKKHU) TsKeroe Teuenme, SMART-COP 4
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Tabauua

AaHHbIe Aa0OPaTOPHBIX NCCAEAOBAHU NMalieHTa A0 FOCIIUTAAN3alUN B KAMHUKY WH(PEKIMOHHBIX
0oae3Hel BoenHo-MepAnIIMHCKOM akapemuu M. C.M. KupoBa

Obwuli anarus KpoBu

T'emorao6un OpPUTPOLUTEL AeNKOIUTHI CerMeHTOSIAEPHBIE AnMOOIUTHI TpomGoUTH!
(r/A) (x10'2/a) (x10%/a) (x10%/a) (x109/7)
119 39 12,4 3,5 164

Obwutll anarus mouu
LBer VaeAbHast Beaok N\eKOUTHL Bakrepuu
TIAOTHOCTh (r/A) (KAETOK B ITOAE 3peHusI)
(r/Mn)
CBeTAO->KeATBIN 1,050 1 1-2-3 +
Buoxumuueckull anaau3 mouu

Kpearnaun MoueBrHa C-peakTUBHBIN AraHMHaMHUHOTpaHC(depasa AcnapTraraMUHOTpaHCcdepassl I'Arokoza

(MKMOAB/A) (MMOAB/A) GeAoK (Mr/A) (Ea/n) (Ea/A) (MMOA/A)
164 12,1 29,6 33 5

6anna. 2. ApeHOBUpPYyCcHas nHpeknus. OCTphIi dhapuH-
TOTOH3UAUT. OCAOKHEHHST OCHOBHOTO 3a00AE€BaHUS:
ApIXaTerbHass HEAOCTATOYHOCTh [ cremenu. AByCTO-
POHHUI MaAbIM IaPAITHEBMOHUYECKUAN SKCCYAQATUBHBIA
nAeBpuT. OCTpbI HMHMEKINOHHBIM 3KCCYAQTUBHBIN
MaAbIU IEPUKAPAUT 0e3 CEpACYHOU HEAOCTATOYHOCTU.
NudeknmoHHo-TOKCUUecKass HedponaTusd. AHeMUs
AETKOM cTemeHU TsKecTr. HauaTa AescKanalloHHast
aHTHMOAKTepUaAbHasl Tepallls C y4eTOM pPe3yAbTaTOB
OKpacku 1o ['paMmy, MUKpocKonum (HeHTpopuroB 94%)
U TSPKECTH OCHOBHOI'O 3a00A€BaHUSI — BHYTPUBEHHO
AeBodaokcanuH 500 Mr 2 pasa B CYTKH, lledTapoArHa
docamma 600 Mr 2 pasa B cyTKHU. [To3unmoHNpOBaHNE
naryeHTa B IIPOH-TIO3UIIUH.

2-e cytku — nporpeccupoBanue OAH, uro norpe-
OOBAAO HA3HAUEHUST BBICOKOIOTOYHOU HA3AABHOM OK-
curenaruu (Hi-Flow). C yueToM ABYCTOpPOHHETO ITOpa-
JKeHus Aerkux (puc. 1B), ocTporo Hauara 3a00AeBaHNS,
camkeHus: cootHolenus: P/F (p/f) na done Hi-Flow
c notokoM 40 A/MuH A0 250 y marueHTa OBIA AMATHO-
CTHUPOBAH OCTPHIM PECIUPATOPHBIN AUCTPECC-CUHAPOM
(OPAC) Aerkotii crenienu TsokectH [11]. Mcxoas u3 kau-
HUYEeCKOM KapTUHHI (ObICTpO nporpeccupytoiiast OAH
BcaepacTBHe pa3BuTusa OPAC), AaHHBIX AaO0PaTOPHBIX
MEeTOAOB UCCACAOBAHMS (HapacTaHUe IMAa3MEeHHOU KOH-
nenTpanymu C-peakKTUBHOTO 6eAKa BhIIIe 5 pa3 OT BepX-
Hel rpaHuITbl HOPMEI, AmMonenus meree 1x10%/a), co-
CTOsIHME OBIAO pacIleHeHO KaK CUHAPOM IIUTOKUHOBOTO
IITOPMa, HayaTa Tepanusl TAIOKOKOPTUKOCTEPOUAAMM
(FTKC) — apexcameTa3oH 20 Mr/cyT.

3-U CYTKU — AaAbHeMIllee HapacTaHKWe IPU3HAKOB
OAH noTrpe6oBaro yBeAWUEHMsI IIOTOKa KHUCAOPOAA
A0 50 A/mun u FiO, po 70%. Coxpansirace OA. CU
u MBU nccrepoBaHus, B3ATbIe HA MOMEHT IIOCTYIIAE-
HUs, He BBISIBUAU BUPYCHBIX U OAKTepUaAbHBIX I1aTO-
TEHOB.

Puc. 1. AvHaMuKa peHTTeHOAOTUYECKOM KapTHUHEI OPTaHOB
rpyAHOU KaeTkH. CyTKu npeOsiBanusa B OPUT: A — 1-¢;
B —2-¢;B— 4-¢;T — 5-¢;A — 7¢;E — 15-¢

4-e cyTKu — cocTosiHHAe npeskHee. OTMEYaroCh I10-
BBIIIIEHNEe KOHIIEHTPAIIUY ITIPOKAABIIUTOHNHA AO 4 HI'/MA
(AMHAMHUKA Aa0OPATOPHBIX IIOKA3aTeAel IPEeACTABAE-
Ha Ha pucyHKe 2). C y4eToOM OTCYTCTBUSI KAUHUUYECKO-
T'O OTBeTAa Ha IIPOBOAMMYIO TE€PAIlMWIO U HEeTUIINYHOE
TedueHne 3a00AeBaHMs, HadaTa AUPPepeHImarbHAs
AMArHOCTHMKA C CUCTeMHBIMU Backyautamu (CKB
u AHLIA-BackyauT). [IpoBepeH NOBTOPHBIM 3ab0p
BAA na MBU. Brinoanena Pr OT'K (puc 1B).

5-e cytku (1-e cytku MIBA) — ¢ yueTOoM mporpec-
cupoBanusa OAH, BEIIIOAHEHA CMeHA PeCIIMPaTOPHOU
noppep>xku Ha HVIBA. B noAro>keHUU IPOH-IIO3UILIUNA
p/f — 150 (AmHaAMMKa IpeACTaBAeHa Ha PUCYHKe 3),
YAA, ot 22 po 30 B muH. Ha Pr OT'K — yBeanueHue
obbema nopakenusa Aerkux (puc. 1TI'). I'lo paHHBIM
MBUM BAA (3-u CyTKH TIOCAE IOCTYIIA€HHUS) BEIIBACHEL
Klebsiella pn. KOE 10* u P. aeruginosa KOE 10*, mpoay-
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3a BpeMs HaxXxOoKAeHud nanueHta B OPUT
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Puc. 3. AmHaMKa n3aMeHeHus: cooTHotenus P/F
(naAEKC ['opoBHUIla) MOCAE HayaAa UCKYCCTBEHHOMU
BEHTHUASIINN AeTKUX

nupytomue pepMeHTH B-aaktama3 NDM-1 1 OXA-48.
C yd4eToM OTpPHIATEABHOU AWHAMHMKH, COXPAHSIO-
meticst O/, CPOKOB ITPOBEAEHMST aHTUOAKTEPUANBHOM
Tepanuy, HaAudus (PaKTOPOB PE3UCTEHTHOCTU U Tsi-
SKeCTH COCTOSIHUS TAIlUeHTa, OBIAO IIPUHSTO perre-
HYEe O 3aMeHe TPOBOAMMOM Tepanuy Ha a3TpeoHaM 1
nedrasupuM-aBUOAKTaM (pacyeT HEOOXOAUMOU AO3BI
IIPenapaToB OCYIECTBASIACS €KEAHEBHO 10 CKOPOC-
T KAYOOUYKOBOM (uAbTpanuu). [IpousBepeH Mas3ok
M3 HOCOTAOTKU C II€ABIO BBIIIOAHEHUST MOAEKYASPHO-
reHeTU4YeCKOro UCCAepAOBaHUsI — oOHapykeHa AHK
apaeHoOBUpYCa.

6-e cyTku (2-e cytku MBA) — c 1jeAblo HepOIy-
IIEeHUs CaMOIIPOM3BOABHOTO TOBPEKAECHUST AETKUX
marueHToOM (CHmKeHme p/f u mporpeccupoBaHme
TaXMIHO3) OBIA BBIMIOAHEH mepeBop Ha MIBA ¢ mpoa-
AEHHOM (IAQHUPyeMOM A0 48 4) MeApAUKaMeHTO3HOM
muonnaerued. [Tpu aHaarn3ze cyMMapHOTO KOAMYECTBa
uMmyHorAo0yAanHOB G u M (IgG u IgM) obrapyxe-
HO peskoe cHmKeHue IgG po 1,1 r/A u noBhIIEHNE
IgM po 17 r/A. IloayueHHBIe AaHHBIE OBIAU paclieHe-
HBI KaK IIPOSIBAEHWE BTOPUYHOT'O UMMYHOAEDUIINTA.
[MTo >ku3HEHHBIM ITOKa3aHWSIM HavaTa Tepanus lgG
(0,2 T/KT) — OAHOKpPATHOE BBeAeHUe B TeueHue 24 4.
Brimoanen 3a6op BAA na MBU.

7-e cyTtku (3-e cytku MIBA) — ymepeHHas IOAO-
KUTeAbHasd AMHaMHKa B BUAE CHUJKEHMS BbIpa>keH-
HOCTHU AMXOPAAKH, AeMKOIINTO3a, p/f 6e3 AUHaMUKU.
C yyeToM HporHo3upyeMou aauTeabHoM MBA, Ha-
XO>KAEHUS TallueHTa B IPOH-IIO3UIIUH, IPOM3BeAeHa
IYHKITUOHHO-AMASTAIIMOHHAsA TpaxeocTomusi. [Ipose-
AEH ceaHC remocopbiiuy KpoBu. Brimoarnena Pr OTK
(puc. 1A).

8-e cyTku (4-e cytku MIB/A\) — mokasaTeam razoo0-
MeHa yxyAnanuch, OPAC paciieHeH KakK TsIKeABbIU.
K Tepanum po0OaBAeH cypdaKTaHT IO cxXeMe: 75 MT
2 pasa B CYTKU UHTAAdIIMOHHO B TedyeHUe 5 AHeH.
C y4eToM TSKEeAOTO MOPa’keHUsI AeTKHUX, COXPaHSIO-
meiicsd reMaTypyuM, HaAWYUsl AeTKOM IIPOTEeMHYPUH,
MOAOAOTO BO3pacTa MallieHTa, HeTUIIMYHOTO TeUeHUs
aACHOBUPYCHOM THEBMOHMYU, He MOATBEP>KAEHHBIMU
rabopatopHo CKB 1 AHILJA-BacKyAuUTOM, OBIAO IIPH-
HATO pellleHHe O AMArHOCTHuKe Ooae3HU aHTU-BMK
aHTHUTeA. B3gaTa KpoBb Ha aHaAM3 — aHTUTeAA K Oa-
3aAbHON MeMOpaHe KAyOoukoB. [TOBTOpPHEIN 3abop
BAA ma MBU. Tlo pe3yAbTaTaM HCCAEAOBAHUSI (OT
6 CyTOK C MOMEHTa MOCTYIIA€HUSI) AQHHBIX 3@ IIaTOAO-
ruuecKyto MUKpodaopy HeT. [To paaubiM CU Ma3ka
13 HOCOTAOTKHY BhIIBAeHa AHK apeHOBHpYyCa (mccae-
AOBaHMe OT 5 CYyTOK C MOMEHTA ITOCTYIIA€HN).

9-e cyTKH (5-e cyTku IBA) — yMepeHHas MOAOKM-
TeAbHasl AMHAMUKA, COIPOBOKAQIOIIASCS IOBBIIIE-
uuem p/f (cm. puc. 3). [IpuHATO peleHne o Mpekpa-
IIIeHUM BBEAEHUS PEAaKCAHTOB, IIPOAOAKEHA MeAU-
KaMeHTo3Has cepanuga (MC). ITo pesyabTaTam MBI
AAQHHBIX 3@ TAaTOAOTUYECKYIO MUKPOMAOPY HET.

10-e cyTku (6-e cyTku VIBA) — BO BTOpPO ITIOAOBUHE
AHSL Y TIAITMeHTa Pa3BUAOCH TaXWITHOD, He CBS3aHHOE
C AUXOPAAKOW, OOAEBBIM CHUHAPOM U rayOuHou MC.
[MpungaTO pelleHre 0 TOBTOPHOM IIPOAAEHHOM BBeAe-
HHU MBIIIIEYHBIX PEAAKCAHTOB C OI[€HKOM pecIupaTop-
HOTO cTaTyca 6e3 UX UCIIOAB30BaHUs yepes 24 4.

11-e cytkm (7-e cyrku VIBA) — pecnupaTOpHBIN
craryc npe>kauii. C 13.00 y narueHnTa pa3BUAaCh aHy-
pus. IToBTopHBIY 3a60p BAA Ha MBU.

12-e cyTtku (8-e cytku MIBA) — c yueTtom cy0OTO-
TAaABHOTO TMOPa’keHUsI AeTKHX, ypeMuu, depes 12 g
IIOCAe Pa3BUTHA aHypUU HadaTa 3aMeCTUTeAbHas
noueuyHadq Tepanus (3I1T) B BuAe IpoleAyphbl AUAAU-
3a (AMHaAMMKa KpeaTHHUHA IIpeACTaBAeHa Ha PUCYH-
Ke 3). OCcTaHOBAEHO BBEAEHIE MBIIIEUHBIX peAaKCaH-
TOB.

13-e cytku (9-e cytku MIBA) — cocTogHMe nalyeH-
Ta cTabuAabHOe, IBA B peskume mmepeMeskatoliel mpu-
HypuTeAbHON BeHTUAIIMU (30 —40% CIIOHTaHHBIX ABI-
xaHutt). CoxpaHsarach aHypus, npoporrkeHa 3I1T.

14-e cytku (10-e cytku VIBA) — moAydeH HOAO-
KUTEABHBIN pe3yabTaT CH Ha aHTUTeAa K Oa3anb-
HBIM MeMOpaHaM KAYOOYKOB. AMarHo3 AOIOAHEH:
CucTteMHBIN HEKPOTHU3UPYIOMIUNM BaCKYAUT (CHUH-
ApoM I'yamacuepa) ¢ mopa>keHUeM AeTKUX (ITHEeBMO-
HUT, aAbBEOAUT), TTOYEK (OBICTPOIPOTPECCUPYIOITUN
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TAOMEepPYAOHe(dpPHUT), UMMyHOAOTHYeckuMu (Gbm +)
U TeMaTOAOTUUYECKUMHU (aHeMUsSI AeTKOU CTeleHU TH-
KecTu) HapyuleHuaMu. OcTpoe TedeHUe C BBICOKOM
aKTUBHOCTHIO. C y4eTOM CYOTOTaABHOTO MOPa keHUsd
AETKMX, BBICOKOTO pucKa datarbHoro AAK Ha done
OCHOBHOTO 3a0OAeBaHUS, OTCYTCTBUS BO3MO>KHOCTHU
K 2KCTpeHHOMY mpoBepeHnio [TAD, GBIAO TPUHSTO
pellleHWe O IMIPOBEAEHWU Tepaluu II0 cxeMe: MeTHA-
IPeAHU30A0H | T BHYTPUBEHHO B TeueHUe 3 AHel,
C ITIOCAEAYIOUINM IIePEeX0AOM Ha IIePOPaAbHBIN IpueM
IIpeAHU30A0HA 1 MI/KT B CyTKH, puTykKcumab 500 mr
1 pa3 B HepAeAIo, C KypCOBOM AO30M 2 T.

15-e cytkru (11-e cyrku VMIBA\) — moao>kuTeAabHaqa
KAUHMYecKasd AMHaMHKa B BUAe CHUI)KEHHUS IIOTpeob-
HOCTH B KUCAOPOAHOM MOAAEPIKKE, YAYUIIeHUS Aabo-
PaToOpHBIX MTOKa3aTeAel (CM. puc. 2, 3) U AQHHBIX Pr
OT'K (puc. 1E). MC ocTaHOBA€HQ, TAllMeHT IepeBe-
AEH Ha BCIIOMOTAQTEeABHYIO BEHTUAANNIO AerKux. Co-
XpaHgAach anypud, npoporkeHa 3I1T.

16-e cytku (12-e cyrku VIBA) — dpakiusa Kuc-
Aopopa cHuReHa A0 30%, moseimenue p/f ao 360
(cm. puc. 2). Auypes 3a cyTku coctaBua 850 mMa. ITpo-
pronskena 3I1T.

17-e cyTKM — HCKYCCTBEHHAasl BEHTUASAIUSI ACTKUX
3aBepIiieHa. [larueHT AblliaA 3PPEeKTUBHO Ha PoHe
UTHCYP DAY KUCAOPOoAa 5 A/MuH. Anypes — 970 MA.

18-e cyTKuM — co3HaHUe IAIMeHTa sICHOe, AbIXa-
HHe CcaMOCTOgITeAbHOe 0e3 MHCYPMAAINNU KUCAOPO-
Aa uUepe3 TPaxeoTOMHYECKYIO0 KAHIOAIO. YUUThIBAgd
TIOCTOSTHHYIO ITOTPEOHOCTh B 3KCTPAKOPIIOPAABHBIX
MeTOAAX AeUeHUd, MallueHT NepeBeAeH B CIeluaAu-
3UPOBAHHBIN CTAllMOHAP — KAWHUKY He(POAOTUU U
3¢ depeHTHOM Tepanuu.

19-e cyTkm — TeMI AMype3a BOCCTAaHOBUACA.
B paabHelIIeM nanyeHT He Hy>KAaaca B 3I1T.

OO0cyx)xpeHne

Y AQHHOTO IaljieHTa 3aboaeBaHMe IIPOSIBASIAOCH
HeTUIINYHO. KAaccuuyeckoro peHO-IIyABMOHAABHOTO
CUHApOMaA IIPU MOCTYIIA€HUU He OBIAO, @ U3MEHEeHUs
B 0OllleM aHaAW3e MOYH, XOTsI U BBI3bIBAAM HACTOPO-
>KeHHOCTh, HO PAaclleHHMBAAUCH KaK NPOsIBA€HUE Ts-
KeAOTO TedeHHUs OCHOBHOTO 3aboaeBaHUus. BeIcTpoe
NIPOrPeCCUPOBaHME OCTPOM ABIXATEABHONW HEAOCTa-
TOUYHOCTU C AUPPY3HBIM CyOTOTAABHBIM ITOPa’KeHU-
eM Aerkux, orpunareAbHble [TLIP-pe3yAbTaThl «BU-
pycHo naHeAu» u3 BA/\ Ha poHe XOpOIIO KOHTPO-
AUPYyeMOM BHYTPUOOABHUYHOM MH(MEKIIUN 3aCTaBUAU
HAaC 3aII0AO3PUTH CUCTEMHBIN BACKYAUT. TPYAHO KOH-
Tpoaupyemoe TeueHue OPAC 1 MoAHOPraHHOMN HEAO-
CTAQTOYHOCTHU IIPMBEAO K Ha3HAUEHMIO Tepaluu, He-
4acTO IIPUMEHsIeMON B IOBCEAHEBHOM AeUeHUU BHe-
OOABHUYHOM MHEeBMOHUM [12] (TAIOKOKOPTHUKOCTEPO-
UABL, MUMMYHOTAOOYAMHBI G, reMocopOLus KpPOBHU).
C yueTOM yAAUHEHHOTO IIpeaHaAUTHYEeCKOI'O 3Tallq,
HeCMOTps Ha HU3KUe TepalleBTUUeCKue AO3bl U 00b-
eMbl, UCIIOAb3yeMble A0 IIOCTAHOBKU OKOHYATEABHO-

ro AMArHO3a, y MallMeHTa He Pa3BUAUCH (PaTarbHBIE
1 HeoOpaTuMble OCAOKHeHUs. BbiOpanHas crierudu-
JecKas Tepanus mpuBeaa K 6sictpomy perpeccy OAH
U OCTPOTO TIOBPEXXAEHUS MOo4YeK. [IOBTOPHBIM TTOAO-
JKUTEABHBIV aHaAW3 Ha aA€HOBUPYC B Ma3Ke M3 3eBa
¥ ero OTPUIaTeABHBIM pe3yAbTaT B BAA yKa3bIBaroT
Ha @yTOUMMYHHOE, a He TIPSIMOe Mopa’keHne AeTKUX.

3aKAYeHnue

B KAMHMYECKOM CAydae IPUBEAEH IpUMep apeHo-
BUPYCHOM HMH@EKINU, OCAOKHUBIIENWCS aHTU-BMK
OOAe3HbBIO, MOBAEKIIed pa3Butue Tsaxeroro OPAC
U OCTPOTO MOBpPeXXAeHUd ImoueK. HacTopo>KeHHOCTD,
paHHSAS AMATHOCTHKA M HAYaAO Tepaluy IIOAOKU-
TEeAbBHO BAUSIOT Ha MCXOA IIPU Pa3BUTUM AQHHOTO 3a-
OoAeBaHUsI. Bo3MOKHOE HETUIIMYHOE, B TOM YHCAE
QTUNIMYHOe, TeueHHe CHHAPOMa ['yAllacuepa MoOXKeT
MaCKUPOBAThCS MOA, «IIPUBLIUHBIE» 3a00AeBaHUS IIa-
IIUEeHTOB B MH(EKIIMOHHBIX ¥ pPeaHUMallMOHHBIX OT-
AENeHUSX.
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