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HedpoTtuueckuit cuHApoM — KIMHHUKO-TAOOPATOPHBIA CUMITOMO-KOMILIEKC,
XapaKkTePU3YIOIMUNCA ~ MACCHBHOM  NPOTCHHYPHECH (6onee 50  wmr/kr/cyr),
THIIONPOTEUHEMHEH, TUNIOATBOyMUHEMEEH (YPOBEHb CHIBOPOTOYHOTO aabOyMHHA MEHEE
30 /), JIUCIIPOTEUHEMUEH, TUIIEPIIANUIEMUEH, JUIUAYPUEH, OTEKaMU
nepudepruIecKUMH, MOJIOCTHBIMU U CTeIeHn aHacapkw [1,2,3].

HC Bo3HukaeT mnpu psae NOpUOOPETEHHBIX, HACIEACTBEHHBIX, BPOXKIECHHBIX
3a0oneBanuil nmovek y aerel. HC pa3genstor Ha mepBUYHBIN, CBA3aHHBIN C MEPBUYHBIM
3a00JIeBaHEM COOCTBEHHO KIYOOUKOB TMOYEK, U BTOPUYHBIN, SIBISIONIMNCA OJHUM W3
NPOSBICHUM WM OCIOXHEHUH CHUCTEMHOrO0 WJIM ToueyHoro 3aboneBanus. Ilo
KJIMHAYECKUM (OpMaM BBIICIISIIOT YHCThIM (TPOSIBISIONIMICS KIIACCUYECKUM KIHMHUKO-
nadoparopubiM cumnToMokomiuiekcomM HC) u cvmemannsii (HC ¢ remartypueit u
THIepTeH3HUEeH ), a Takke monHbIi 1 HenoaHbeld HC. TIpu HemosHOM OTCYTCTBYET OJUH M3
KJIMHAYECKUX WK JIAOOPATOPHBIX CUMITOMOB [1,2,3].

B nenuarpuueckoit Hedposoruu ocodboe mecto 3anumaetr HC, Bo3HUKIINIM y JieTei
[IEpBOro roja >KU3HU. B 1aHHON BO3PacTHOW KAaTErOpUM MPUHATO BBIAEIATH BPOKICHHBIN
u uHantuaeHbiid (Mmagendeckuil) HC. Bpoxnpennsii HC mposiBiasieTcss ¢ MomeHTa
poxaenus 10 3 mecsien. Madantunbhbiil (MnageHueckuii) HC pa3sBuBaeTcst B BO3pacTe ¢
4 no 12 mecsaues. Cpeau BpoxxaeHHOro U MHpaHTUiIbHOro HC BBIIENSAIOT NEPBUYHBIE U
BropuuHbie Gopmbl. K nepsuunbiM Gpopmam oTHocaT BpoxkaeHHbli HC dunckoro tuna c
MUKpPOKUCTO30M, BpoxaeHHbIM HC (panmy3zckoro tuna ¢ aud¢y3HbM Me3aHTHaTbHBIM
CKJIEPO30M, BpOXAeHHBIM MW MHpaHTWiIbHbIE HC ¢ MUHHManbHBIMH H3MEHEHUSMH, C
Me3aHTHONpoardepaTUBHBIM, MeMOpaHo3HbIM riioMepyiaonedpurom (I'H), ¢okanbHo-
cerMeHTapHbM riiomepysockiepo3om (PCI'C). K BropuunbiM — BpoxaeHubii HC,
aCCOLIMMPOBAHHBIN C TUIOTUPEOUIU3MOM, C TUIOTUPEOUTU3MOM u
TUIN0aPEHOKOPTULIM3MOM, KadblUu(pUKaIUeld HaJIMOYeUYHUKOB, aCCOIMUPOBAHHBIN C
IJIa3HBIMM W HEBPOJOTMYECKHUMH AHOMAJIMSMHM, aCCOLMUPOBAHHBIA C TpPOMOO30M
MOYEYHOU BEeHbI, BpOXKACHHBIN 1 nHpanTuabHbli HC npu nuTomeranuu, TOKcomiazMose,
cuduiuce, Tyoepkynese, kpacuyxe, CIIN], neppobractome, acconmupoBannsiii ¢ ['YC,
npu psijie HacieacTBeHHbIX cuHapomoB (Lowe, Galloway-Mowat, Nail-Patella, Denys-
Drash) u apyrux 3aboneBanusx [1].

[Ipu HC, auarHOCTUpPOBAHHOM Yy J€TEW MEpPBOTO roja >KU3HU, Mopdojornyeckue
M3MEHEHUS KIACCUPUUUPYIOT KaK MUKPOKHUCTO3, TU(PYy3HBI Me3aHTMaIbHBINA CKIEPO3,
OCI'C, MuHMMaNbHbIE U3MEHEHHUS, MEMOpPaHO3HbIH, MEeMOPaHO3HO-NPOIH(PEPATUBHBIMH,
Me3aHruonpoiaudepaTuBHbli, sKkcTpakanwusipHeld ['H, nucnnasus, runomiactudeckas
TUCILIA3USL.

JlutepaTypHble JaHHBIE CBUIETENBCTBYIOT O TOM, YTO MPOTHO3 BPOXKIACHHOIO U
uHpanTuisHoro HC MoxeT ObITh CTOJIb K€ pa3juyeH, Kak W JieKailas B €ro OCHOBE



natosiorus. OcoOyr0 BaXXHOCTb MPUOOPETAaET CBOEBPEMEHHAs JMArHOCTHKA, TaK Kak
TpeOyeTcss pas3iuyHas TaKTUKa JIEYeHUS KOHKPETHBIX (OpM  BPOXKIEHHOIO U
undanTuipaoro HC [1-4].

B nanHoM cooOuieHun npuBOaUTCS onucaHue ciaydas BpoxxaeHHoro HC ¢gunckoro
THUIIA.

OT0 ayTocOMHO-penieccuBHOE 3a0oneBaHue. YacTora BCTpPEUYaeMOCTH Cpeau
¢unckoit monyssaiuu 1:8200 >xuBOpOXKACHHBIX neTei [2-4]. B ocHOBe JexkuT MyTarius
rera NPHS1 [OMIM 2563000] 19913, oTBETCTBEHHOr0 3a CHHTE3 TPAHCMEMOPAHHOI'O
nporenHa HedpuHa. Hedpun sABasieTcss KOMIOHEHTOM IeNieBOM  Jauadparmsl,
CBs3bIBatONIEH mogouuThl. HOXKM MOJOLMTOB U 1IeNeBble AuadparMbl SABISIOTCS BaKHBIM
KOMITIOHEHTOM, COCTaBJISIIOLIUM KJIyOOUKOBBIN (pUIBTPAaLlMOHHBIN Oapeep. MyTaiuu resa,
OTBETCTBEHHOI'0 3a CHHTE3 He(pHHA, NPUBOAAT K PA3BUTHIO MOJOLMTONATUH, KOTOPOU
OTBOJIMUTCS KIItOUEBasi poyib B TreHesze nporenHypuu. IIpm HC mpoucxoauT pasznuyHoOn
CTENEHU BBIPAXKEHHOCTH MOBPEXKIACHUE KIYOOUKOBOro (UIbTpa, €ro 3apsgaHo-
CEJIEKTUBHOI'O COCTOSIHMA. B 3aBUCMMOCTM OT CTENEHM M XapakTepa MOBPEKICHUS
MEHSETCS CIIOCOOHOCTh KIIyOOUKOBOI0 Oapbepa MponycKkaTh B MOUY OEJIKOBBIE MOJIEKYIIbI
Pa3IMYHON MOJIEKYJISIPHON MACCHI.

3aboneBaHue MPOSABISIETCS MOJHBIM KIMHUKO-1a0opaTopHbM Komiuiekcom HC,
HEpEeJKO C remMaTypueil, B mepBble JHU M MECSIbl KU3HU. HacTo yXe MpH POXKICHUU Y
JeTeil 0OTMEYaroTCsl BbIPAKEHHbIE OTEKH. BOJBIIMHCTBO aBTOPOB YKa3bIBAIOT HA TOKCUKO3
OEpeMEHHbIX, MPEXIECBPEMEHHbIE POJbI, OOJIBIIYI0 OTEYHYIO IUIALIEHTY, OKpAaIlllEHHbIE
MEKOHHEM OKOJIOTIOAHBIE BOJIbI, MAIYIO MaccCy Teja HOBOPOXAEHHOTO K CPOKY T'€CTallMH.
Macca mnanenTsl gocturaet 25-50% ot maccel Tenia HoBopoxaeHHOTO [2,3,4].

IIpu HC otmedaroTcss HapyleHHsl B3aMMOOTHOLUEHHSI MEXAY CBEPTHIBAIOLIEH U
MPOTUBOCBEPTHIBAIOIIEH CUCTEMAMHU, CIOCOOCTBYIOIIME PAa3BUTHIO TPOMOOTHYECKHX
OCJIO)KHEHHMH. B MX reHe3e MMeEIOT 3HaueHUEe MoTeps Oelka ¢ MOYOM, HU3KUI ypOBEHb
oOmero Oenka, anbOyMHHOB B CHIBOPOTKE, TMIIOBOJIEMUS, AE€PULUUT aHTUTPOMOUHA 3 —
IIa3MEHHOTO Kodakropa remnapuHa, npoteuHoB C u S (007a1ar0T aHTHUKOAryJISIHTHON
AKTHBHOCTBIO),  THNEPPUOPHUHOTEHEMUsI,  TOBBIIICHUE  aJATe3WBHO-arperaroHHON
byHKUMM (DOPMEHHBIX D3JIEMEHTOB M akTuBalMs (AKTOPOB CBEPTHIBAHUS KPOBH,
runepaunuiemMusi.  BcenenctBue  CHUKEHUS ~ OHKOTHYECKOrO — JaBJi€HUS — M3-3a
TUN0aJb0yMUHEMUN HAOMIOJAETCs Mepexo] KUAKOCTH W3 BHYTPUCOCYIUCTOTO BO
BHECOCYIMCTOE MPOCTPAaHCTBO, uyTo mnpuBoautr K nedumuty OLK. B orBer Ha 37O
BKJIFOYAIOTCS MEXaHU3Mbl KOMIIEHCAllMW, HANpaBJ€eHHblE Ha oOecredyeHue aJeKBATHOU
nepdy3ur KU3HCHHO BaXKHBIX OpraHoB (cepiia, Mo3ra) 3a cueT OOCIHEHUS IPyrux
peruoHoB. Ilpu coxpasstoniemcs u npogoipkaromemes aepuuute OLIK ycyryonstorcs
HapyUIEHUsT MUKPOLMPKYJISALHUH, PEOJOTHU KPOBH, MPOUCXOAUT arperaunus (popMeHHBIX
AJIEMEHTOB KpPOBH, MUKpOTpOoMOooOpa3zoBanue, pazpopaunBaetcs JBC.

VY 6onbabIXx ¢ HC oT™MeuaeTcs: noBbIllIEHHAs BOCIPUUMYHMBOCTh K HHPEKIUSIM. DTO
CBSA3aHO C MOTeped MMMYHOINIOOYJIHHOB, (akropoB komiuiemeHta B m D. Cormacno
nanHbiM Ljungberg u coaBT. cemncuc sBISETCS] TPO3HOM MPOOJIEMOM U PUYMHON CMEPTH
0onpHBIX. [IpoananusupoBaB 63 ciydas cencuca y nanueHToB ¢ BpoxaeHHbIM HC, oHu
YCTaHOBHJIM, YTO OCHOBHBIMH BO30YIUTENISIMU Cericuca SBISIOTCA cTaduiokokk (40%),
cTpenTokokkK (17%) u rpamoTpuiiarenbabie Oakrepun B 24% ciydaes [7].

I[Ipu  mopdonoruyeckoM  HUCCIAEAOBAHUM  OOHAPYXKUBAIOT  MHUKPOKUCTO3
MPOKCUMANbHBIX KaHaJbLEB B KOPTUKO-MEIYJUIIPHOW 30HE, MPU3HAKU HE3PENOCTU
KJIyOOUKOB.

Bo3MmoxkHO npoBe/ieHre MpeHaTaIbHOW JTUAarHOCTUKH: BbISIBIEHUE BBICOKOTO YPOBHS



a-eTonpoTerHa B CHIBOPOTKE OEPEMEHHOU >KEHIIMHBI 1 B aMHUOTUYECKOMN >KUIKOCTH, a
TaK)Ke MyTaluu resa. i1 aHanu3a MyTaluu NPOBOAMTCS OWOICHUS BOPCHH XOpPHOHA,
m3osmmpyercss JIHK, BbeimonHseTcsa monuMepasHas nenHas peakuus. [locTHaTanbHO 1s
aHanM3a MyTalMil MCHONB3YIOT JieMkouuThl. Ha cerognsiHuil nenp onucano 6osiee 60
mytanuii rera NPHS1 [OMIM 2563000] 19913 [3,5].

KoHcepBaTtuBHas Tepanus BKIIOYAeT BHYTPUBCHHbIC WHPY3UH anbOymuHa 3-4 r/kr
C 3aMECTUTENIbHOM LENbl0, HCIOJIb30BaHME JIMYPETHKOB, Ha3HaueHWe BUTamuHa D,
npenaparoB Kajblus, NpoBeleHHE NPO(UIAKTUKA MHPEKIHOHHBIX U TPOMOOTHYECKHX
ociokHeHui. HekoTopeie ManueHThl 4yBCTBUTEIbHBI K HHrHOUTOpamM AIID (’Hamanpwmn
0,5-1 mr/kr B cyTku) B komMOuHanuu ¢ uaaometaruaom (1-2,5 mr/kr/cyr) [6]. [Tpu nanHoi
MATOJIOTUU HE MCHOJIb3YIOTCS TIIFOKOKOPTUKOCTEPOUIbI, TAK KaK BPEJ OT UX MPUMEHEHHUS
NPEBBINIACT OXKHUIAEMYIO TONB3Y (PUCK MHQEKIIMOHHBIX OCIOXHEHUH, TpomOo3a). [Ipu
aKTUBHOW KOHCEpPBATHBHOW Tepamuu JETH JOCTUraloT BO3pPAcTa, B KOTOPOM BO3MOYKHBI
NOCTOSIHHBIN NIEPUTOHEANTBHBIN JUATN3 ¥ TPAHCIUTAHTAIMS oYKy [1-4].

Tak Ha3piBaeMas arpeccuBHasi Tepamnus MPOBOAUTCS MPU OTCYTCTBUU 3P (deKTa OT
KOHCEpPBAaTUBHOM Tepanvi U BBICOKOM PHUCKE pa3BUTUS OCIIOKHEHHUI: BBINOJIHSAETCA
OwnarepanbHas HEPPIKTOMHUS C LEIbI0 YMEHBIIEHUS NOTEeph OelKa W XPOHUYECKUU
NEPUTOHEATBbHBIN nHuanu3. Bo3Mo)kHAa TpaHCIJIaHTAlMs MOYKU IO JIOCTHXKEHHH MAacChl
tena 6onee 10 kxr [1,2,3].

[Iporno3 ocraercs cepbe3HbIM. JleTanbHbIN UCXOA BO3MOXKEH YK€ Ha MEPBOM IOy
KU3HU B pe3ynbTare BTOPUYHOU BHUPYCHO-0aKTEepHaIbHON uH(p ey,
TUIOBOJIEMUYECKUX, TPOMOOTHUYECKHUX OCIIONKHEHUH, TUIIOTPO(YHH, KAXEKCUU.

[IpencraBnsem uctoputo 60sie3Hn pedeHka ¢ BpoxkaeHHbIM HC. Mallbunk moCcTymui
B OT/IeJICHHE MHTEHCUBHOW TE€paIluu U peaHuMaluu 2-il 1eTCKOW ropoACKON KIMHUYECKOU
OOoJIbHUIIBI B BO3pacTe 8 MeEcsIeB C Xajlo0aMu Ha MAacCCHBHBIE OTEKU JIMIIA, TYJIOBUIIA,
KOHEYHOCcTel. BriepBble poauTeny 3aMeTHIIM MOSBJIEHUE OTEYHOCTH BEK MO yTpam 3a 2
HEJeNu A0 MOCTYIUIGHHs B Hall CTalMoOHap M OOpaTWIUCh K Meauarpy IO MeCTy
KuTeNbCcTBA (PEOCHOK MPOXKHMBAJI B JIEPEBHE). 3a MeECsSI J0 ITOr0 MaJbYMK HEPEHEC
OPBU, neyenue monyuyan amMOynaTOpHO, OOIICKIMHUYECKUE aHAIU3bl HE ClIaBAUCH.
PebGenok Obl1 HampaBieH B pailOHHYIO OOJIbHMILY, OTKYyJa IEpeBEJeH B O0JIACTHYIO
JETCKYI0 OOJIbHUILY.

N3 anamHe3a: peOEHOK OT MEpBON OEpeMEHHOCTH, MEPBBIX CPOUYHBIX POJOB, C
Maccoit Tena npu poxaenun 3100, nnunoit tena — 50 cMm. Co cioB Matepu, OEpeMEHHOCTh
U pOJIbI poTekanu 0e3 natojaoruu. HacnencTBeHHOCTh HE OTSTOUIeHA.

Cocrostnne npu noctrymienun Bo 2-10 JAI'Kb Tskenoe, ¢ nporpeccuBHbIM
YXYIIICHUEM B Te€YeHHE 2 HeAelb (HapacTal OTEYHBIH CHHIPOM, YMEHBIIAJICS IUypes,
NOSIBWINCHh TPU3HAKH HAPYIICHHsI a30TOBBIICIUTENBHON (yHKIMH Touek). KokHbie
MOKPOBBI OJIe/IHbIE, BBIPAXKEHHBIE OTEKU BEK, JIMILA, KOHEYHOCTEW, TyJaoBulla. /[pixaHue
KECTKOE, MO0 33HEH MOBEPXHOCTH JETKUX BBICTYIIMBAIOTCS BIAXKHBIE MEIKOMY3blpUaThie
XPUIIbI, OJIBIIIKA CMEIIAHHOIO XapakTepa ¢ 4acToroil 60 B MUHYTY, BIa)KHbII HEYaCThIN
Kaieab. TOHBI cepilia MPUTyIIeHbl, Taxukapaus 10 160 B MUHYTY, TOBBILLIEHUE YPOBHS
AJl 130/90 mm.pr.ct. JKHBOT MArKWi, 0€300JC3HEHHBIA, MEPKYTOPHO OMPEACIACTCS
KUJKOCTh B OpromHoi nojocTH. [ledens +3 cM. Jluypes pe3ko CHUKEH.

B o6miem aHanmmse KpoBH OTMedascs Jeiikonutos (22,6*109/1) ¢ ueitrpoduiezom
(84%), yckopenrne COD (28 mm/uac), B 00miem aHanuse Moun — nporennypus 23 — 35 1/,
rematypust 10-15 B mosie 3peHusi, 3epHUCTBIC TUIUHAPHI 1-2. B OMOXMMUYECKOM aHalln3e
KpoBU — runonporenHemus: — 42-34,1 r/n, runoansoymunemust — 18-19 r/n, nobleHue
ypoBHs1 MoueBHHBI 8,7 MMob/n (HopMa 1,8-7,1 Mmoiw/n 11s AeTel 10 roja), KpeaTHHUHA



80,8 mMkmoub/n (HopMa 26-66 mxmonb/n). Co croponsl KOC — nekoMneHCHpPOBaHHBIM
MeTaboqnyeckuid ankano3. B koaryjgorpamMMe oOTMeEuanaoch YKOPOYEHHE BpPEMEHH
cBepThiBanus 1o JIu-Yaity 1o 4 MUHYT, cl1a00 MOJOXKUTEIbHBIN 3TaHOJOBBIA TECT,
CHIDKCHHE ypoBHS (hubpuHorena A no 1,76 /.

V31U mnoyek — TNOBBILIEHUWE HXOIC€HHOCTH, YBEIMYEHHE pa3MEpPOB IMOYEK IO
CpaBHEHHIO ¢ Bo3pacTHbIMM (npaBas 73/39 MM, nmapenxuma 15 mwm, neBas 73/34 mwm,
napeHxuma 14 MM). DXOCKOMHMYECKH OTMEYANIOCh HAJIHYUE KHUJIKOCTH B TUICBPAIBHOW U
OPIOIIHOM MOJIOCTSX.

C yyeToM HanM4Msi MAacCCUBHOW MPOTEUHYPUHU, BBIPAKEHHOTO OTEHYHOI'O CHUHApPOMA
(mepudepuyeckre,  MOJOCTHBIE  OTEKH,  CTEICHM  aHACapKu),  TUIONPOTEHH-,
rUnoasb0yMruHeMuu, nosbiieHust AJl, nposiBUBIIMXCS Ha 8-M Mecsle KU3HH, y peOeHKa
JUArHOCTUPOBaH MH(GAHTUIBHBIN HEQPOTHUUECKUI CUHAPOM, BTOPUYHAS apTepuaibHas
runepren3us. C uenpio Mopdonoruyeckod BepUPUKALMK JAHArHO3a M ONpeleNeHus
nanbHeHIIeld TAKTUKY BeJeHUsI 00JIbHOMY ObLIO MOKA3aHO MPOBEIeHUE HEPPOOUOTICHH.

[lanmenty mnpoBogunach TpaHcy3uss anbOyMHUHa C 3aMECTUTENbHOW LENbIO,
TUTpOBaHUe Jla3ukca (B cyTouHo# no3e 10 10 Mr/kr), Ha3Ha4YeHBI MpemnapaThl KalbIus,
uHruouropel AIID (koppekius apTepraibHON THIIEPTCH3UH U PEHOMPOTEKIINS), C HENIBIO
NpOPUIAKTUKA TPOMOOTHYECKUX M HH(PEKIHMOHHBIX OCIIOKHEHHI aHTUKOAryJsHTHas U
aHTUOAKTEepHUaJIbHAs Tepanusi, COOTBETCTBEHHO.

OpnHako, C y4eTOM TSIKECTH COCTOSIHUS, MPOBEAECHUE MYHKIMOHHOW OMOINCHUU TTOYKHU
ObU10 OoTioXKeHO. IlanuenTy Obul Ha3HA4YeH MPEIHU30JIOH MAapeHTEPabHO, B3SIT aHAIU3
KPOBM Ha TOpMOHBI IuToBUAHON >xene3bl (T3, T4, TTI, TCI), V3U muToBHIHON
JKeJe3bl, aHajdu3 KPOBM Ha TOKCOIu1azMo3, cudpuinuc, BHUY, nuToMerasoBUpyCHYIO
MH(DEKIUIO ¢ Lenbio Au(pdepeHInanbHON TUarHOCTUKN Pa3IuYHbIX (JOPM BPOKIEHHOTO U
uHpantunsHoro HC.

B nunamuke cocTosiHME MalMeHTa MPOTrPpeCcCUBHO YXYAIIAIOCh: HapacTal OTECYHBIN
CUHJAPOM, CHUXKAJCS JUype3, HECMOTps Ha TpaHCy3uio anbOyMHHA, BBEJCHHUE JIA3UKCa,
TUTpOBaHKE 3y(prinHa, 1opaMuHa B “modeyHoil” ao3upoBke. OTMeyanoch HapacTaHHUE
ypoBHs ModYeBUHBI g0 26,1 mwmonaw/n, kpeatmHumHa g0 130 MKMOJB/I, OOHMIIBHBIC
cphiruBaHus (MPAKTUYECKH MOCIE KaKIOr0 KOPMIICHUs), onurypus (II04acoBOW amypes
meHee 0,45 wmui/kr) Oonee 48 dacoB, TUNEPTrUApaTaIMs, BBIPAKCHHAs apTepHaIbHAs
runeprensuss g0 150/107  wmwm.pt.cT., orcyrcTBHEe 3ddexTa 0T  MPOBOAUMOI
KOHCEpPBAaTUBHOM Tepanuu. DTO SIBUIOCh OCHOBAHMEM JJI TIOCTAHOBKHM JMAarHo3a ocTpas
noyeuHas HegocratouHocTh (OITH), omuroanypuyeckas (asza u mokazaHueM JUis Hadaia
3amectuTenbHOM moueunoi Tepanuu (3[1T). IlanmeHTy OBLTH KaTEeTEPU3UPOBAHBI 2
LIEHTpaJbHbIE BEHBI M HaudaTo nposeneHue 3IIT meronom HenmpepbIBHOW BEHO-BEHO3HOU
reMoQuIbTpaLUu.

[lo >kxu3HEHHBIM NOKa3aHMWsAM nauueHty nposoamnach 31T, Tpebyromas akTuBHON
renapuHu3aliuy, BCJIEACTBUE YEero OT TMpoBejeHus HedpoOuorncuu ObUIO PpelIeHo
BPEMEHHO BO3EP>KATHCA.

HecMoTpst Ha BHYTpUBEHHbIE BIMBaHUS albOyMHHA U JUYPETHUKOB, OTMEYAJIOCh
OY€Hb OBICTPOE HAapaCTAHME OTEYHOI'O0 CHHIPOMA, MAaCCHUBHAsI MPOTEUHYPUS, BhIpaKEHHAs
rUN0aJb0yMUHEMUS], TOJHAs PE3UCTEHTHOCTh K MPOBOJUMOMN Tepanuu CTEPOUIaAMH.
Pe6enok Bbimen Ha OIIH, onuroanypuio, Ha 13-14 cytkum ot momenrta ne6iora HC.
[lapannensHO pa3BUBaioOCh Jpyroe rpo3Hoe ocinoxHeHne HC — TpomGoruueckoe.
Nmesiie mecto B nebrote 3a0oseBanus runeppudpunorenemusi-7,04 r/in u ykopoueHue
AUYTB no 7,2, xapakrepubie s 1-it (runepkoarynsimonnoii) ¢asel JIBC cMmeHMITUCH
norpebyieHueM (aKkTOPOB CBEPTHIBAHMS M KJICTOYHBIX 3JIEMEHTOB KpOBU (OTMEYaach



nenpeccust pudpunonmsza — 8,2%, runopudpunorenemus — 1,76 r/i, TpoMOOIMTONICHUS —
74*10*9/n), 2-oui dazoit JIBC. Bo 2-ii u ocobenno B 3-it ¢asze [IBC uaer nmorpediacHue
IUIa3MEHHBIX (DaKTOPOB CBEPTHIBAHMS M KJIETOUHBIX DJJIEMEHTOB KpPOBM Ha (oHe
YCKOPEHHOT'O0 MPOTPOMOMHO- M TPOMOMHOOOpa30BaHUS, YTO CHOCOOCTBYET Pa3BUTHIO
remopparuyeckoro cuaapoma. Ha 10-e cyTku pa3Buioch KpOBOTEUEHUE U3 MECTA CTOSTHUSA
OenpeHHoro kKaterepa (OCTAaHOBICHO YIIMBAHHEM COCYJa B PaHE), JKEIYJA0YHO-KHIICUHOEC
KPOBOTCUCHHE (aHAIHM3 Kajia HA CKPBITYIO KPOBB MOJIOKUTEIBHBIN), OTMEUYCHO MOSIBIICHUE
remopparuii Ha Koxe. C 1enbl0 KOPpPEKIMH TeMOCTa3a NIpOBOJAMIACH TpaHCQy3us
CBE)KE3aMOPOKEHHOM I1a3Mbl (IOHAIMS aHTUTPOMOMHA 3), C 3aMECTUTEIBHON IENbI0 —
TpaHCcy3usi HPUTPOLIUTAPHON MACChl, BIMBAHUE KPHUOIPELUIUTATA U TPOMOOIIMTAPHOIO
KOHIIEHTpaTa.

K coxasiennto, nmaluveHTy He yaajloch NPOBECTU NPUKU3HEHHOE MOP(OIOTHYECKOE
UCCJIeI0BAHNE TKaHU MOYKH B CBSA3M C HApPACTAHUEM TSXKECTH COCTOSIHUS M Pa3BUTHEM
reéMOKOAryJIALIMOHHBIX HApYIICHHUH.

Ha 21-e cytku or momenta nebrora HC Gonbholt Obutl mepeBeaeH Ha WBJI mo
NPUYMHE Pa3BUTHs JIbIXaTE€IbHONM HEJIOCTaTOYHOCTH M OTeKa Jerkux. B cBsi3u ¢
OTCYTCTBHUEM INOJIOKUTEJIbHOW JAMHAMUKUA (DOHE MPOBEJEHUS KOHCEPBATUBHOM Tepanuu
OIIH u 3IIT MeTogoM HENpepbIBHON BEHO-BEHO3HOH TreModuabTpanun (HapacTai
YPOBEHb MOUYEBUHBI 10 26,7 MMoub/1, kpeaTiHuHA 10 136 MKMOIB/I, aHypHS B TCUCHUE
14 nHeit) ObLIO MPUHATO PEIICHUE TIEPEBECTH PEOCHKA HA XPOHUYCCKHIA TEPUTOHEATbHBIN
TUaJN3.

Ha 31-e cytku y 60apHOTO HaOII01aJI0Ch PE3KOE YXYAILIEHHWE COCTOSHUSA, NOTeps
CO3HAHUs, HecTaOWJbHAs TeMOJAMHAMHUKA, OTMEUYaJoCh MOBBIIICHHE TEMIEPATYphl 0
beopuabHbix 1Hpp. B o0mem anammze kpoBu — Jeirikonurto3 (14,5%10*9/n) c
HelTpopmibHbEIM  caBurom  BiaeBo (1% rombix, 10% mamoukosaepHblx, 61%
CerMeHTOsIepHbIX), yekopernne COD — 26 mm/uac, yBenuyenne CPb no 96, Hapacrana
anemusi, TpomOouutonenusi. Ha Y3U cepama — cHukeHue oOuield COKpaTUTEILHOU
CIIOCOOHOCTH MUOKap/a, MPU3HAKU TUIpONepUKaia, npu MPOBEICHUU
PEHTI€HOJIOTMYECKOTO MCCIEOBaHUs JIETKUX — KapTHHA OTEKa JIETKUX, B JUHAMHUKE —
PEHTIeHONOrMYecKass KapTUHAa MpPaBOCTOPOHHEW mHEeBMOHUHU. IloceB KpoBM Ha
cTepuiIbHOCTH — Staphylococcus aureus.

B cBA3M ¢ HamuuMeM CHHJpPOMAa CHUCTEMHOIO BOCHAJIUTEIBHOIO OTBETA,
OakTepreMUH W HECTaOMJIbHOM TNeMOJAMHAMUKHM y MAlMEHTa JAMArHOCTHUPOBAH TSIKEIbIN
CEINICUC, CENTUYECKUH MIOK. IDTO mnoTpedoBaso yxectoueHuss mnapamerpoB WBIJI,
N00aBleHUs] KapAUOTOHHKOB (IodamMuH, aapeHalNH), TPOBEICHUEC BOJIEMHUYECKOM
MOJJIEPKKH, HA3HAUEHUS aHTUOAKTEpUaIbHON U aHTUTPUOKOBOM Te€panuu B COOTBETCTBUU
C UyBCTBUTEJIBHOCTBIO BBICESIHHON MUKpoduopsl. [IpoBogumas Tepamusi oka3ajiach
HeahpexTuBHOM U Ha 41-e CyTKH KOHCTaTUpPOBaHA CMEPTh OOJIBHOTO.

ITatosoroaHaTOMU4ECKUN JUATHO3!

OcHoBHOU: BpoxieHHbIl HePpo3 (MUKPOKHCTO3 KOPBI 00enX Mouek), GUHCKUMN THIT
(puc.1l): aHacapka, OTEK JIETKUX M TOJOBHOTO MO3ra, Pe3KOe BEHO3HOE ITOJIHOKPOBHUE
BHYTPEHHHX OpPraHoB C pacHpOCTPaHEHHBIMH JHAINENe3HbIMU KPOBOUBIIUAHHUSIMU B
JETKUX, JUCTPO(DUs KapAMOMHOLUMTOB U TOTaJbHAsl FE€NATOLMTOB, MOJIMOYAroBbId HEKPO3
CIIM3UCTOM XKEIyAKA, TOHKOW U TOJICTOU KUIIIOK.



Puc. 1. Hedpo3 ¢punckoro tuna. Kucto3Ho pacimmpeHHble KaHalIbIbl ¢ aTpodueil u
nuctpoduerd HepodNMUTENUS, B MPOCBETE KAHAIBILEB OMPEACISIOTCS 303MHOPUILHbBIC
Macchbl. OKpacka reMaTOKCHJIIMHOM U 303UHOM, YB. X20.

OcnoxxHenus: Cerncuc BTOPUYHBIA OaKTepUAbHBIN (30J0THCTBIH CTAQHIOKOKK, HE
(dbepMeHTHpPOBaHHAs TPAMOTPUIIATEIbHAS TANIOYKA): Pa3IuTOl (GUOPUHO3HBIN MEPUTOHMUT,
MIOJIMOYAroBasl CEpo3Hasi IHEBMOHMUS.

Takum 00pa3oMm, MalUeHTy MPOBOAMIACH MEIUKAMEHTO3HAasl Tepamnus (aab0yMuH,
Ja3UKC, JHAJANpWi, KaldblU{, NPEIHHU30JI0H, (EHUTUAWH, AUTWIpalIa3suH, aMmJOIuH,
Kiodpenud, neporakcuMm, nedrazuauM, HeTPUAKCOH, HETPOMULMH, TUIPO(IIOKCALMH,
METPOHH/IA30J1, BAaHKOMMIIMH, THEHaM, Ju(dIOKaH, Ao(paMuH, aJpeHalHUH, AaTpPOINMH,
TpaHCcy3usl CBEXKE3aMOPOKEHHOH IJIa3Mbl, SpUTPOLIUTAPHON MACChI, KpUONPELUIUTATA,
TPOMOOKOHIIEHTpATA), IEPUTOHEATLHBIA U reMoauanu3. Ha (hoHe mpoBoauMOro jeueHus
W HapacTaHWs KIMHUYECKHUX NPHU3HAKOB 3a00J€BaHUs pa3BWINCh (PUOPUHO3ZHBIN
IIEPUTOHUT, BO3MOKHO KaK OCJIOKHEHHE IEPUTOHEAIBHOIO JAWalu3a, W BTOPUYHBIN
OakTepHallbHbIA CENCHUC, IOJUoYaroBasi CEepo3Has MHEBMOHHUS, 4YTO B KOMIUIEKCE
00yCJIOBUJIO pa3BUTHE CUHAPOMA MOJMOPTAaHHON HEJOCTATOYHOCTH U JIETAJIBbHBIN UCXOJ.

IIpencraBneHHbId  Caydal  JI€MOHCTpUpPYET mo3AHIOK  auarHoctuky HC,
HEBO3MOXHOCTh MpPOBEAEHUS HEPPOOMONCUU C LENbI0 YTOUYHEHHS MOP(POJIOTHUECKUX
U3MEHEHHM B IMOYKaX B CBSI3M C TSKEIBIM COCTOSIHUEM MPU TOCTYIUICHHMH U
MIPOTPECCUBHBIM €70  yXYAUIEHWEM B JWHAMHUKE, HA3HAYEHUE KOPTUKOCTEPOUIOB
“Bcnenyro”, KOTOpble YCYryOWJIM pPa3BUTHE TAaKUX TPO3HBIX OCJIOKHEHHUHU OCHOBHOTO
3a0oneBanus kak J{BC cunapom, BelpakeHHasi apTepuaibHasi TUIIEPTEH3Us, CETNICHUC.
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