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CuHApOM YoTepxayca -
dpunaepukceHa

[logrotoBunu MaHcypoBa b.
Xonpgacbekosa K.
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CuHapom Yotepxay3a—®puaepukceHa (Waterhouse-
Friderichsen syndrome) - KAIMHUYECKNN CUHAPOM,
06ycnoB/IeHHbIN OCTPbIM HapyLleHueM (hyHKUnHn
KOpbl

HaANo4YeyHMKOB BC/1IeACTBUE KPOBOU3JIMSIHUMN B 06a
HaZAno4yeyHuKa - siBJISeTcsa cneacrsueM ocTporo
CHM)XEeHUS

WJ1M NMOJIHOI 0O NpekpaweHms nNpoayKLUnm rnoKo- U
MUHEPANIOKOPTUKOUAHbIX FTOPMOHOB 6e3
npeawecTeyroLwen

XPOHUYECKOU HaAANoOYEeYHUKOBON HEeOCTaTOYHOCTM.



UcTopuA...

+

[JaHHbIX CMHAPOM BnepBble 6b1s1 onucaH
Voelcker B 1894 r.

bosiee NosIHOE oNUCaHue KJIMHUYECKOMU
KapTUHbI OCTPOU HEAOCTAaTOYHOCTMH
HaanouyeyHukosB aan Waterhouse B 1911 r.
Ha ocHoBaHMM cO6paHHbIX UM U3 NIUTEpPaTYPbI
15 cnyyaeB, a TaK)Xe cBoero co6CcrBeHHoro
HabnrogeHus. B 1918 r. Friderichsen
onyb6nunkoBasn 0630p nutepaTtypbl No

3TOMY BOMNpOCYy.



HaanoyevyHuku JleBas noyka
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[TpaBas noyka nonas BeHa

HaanoyeyHuku.




OPKOBOE BELLIECTBO
HAONOYSYHMXA
Viveer xenmsm

UBET 1 OTBe~aeT
3 CEKPELIRO
KOPTYROCTEROMIOE

HAONOMEYHUK OB
ViveeT 0onee Teviiso Oac:

Ky, BbPAGaTHL B2ET A0PEHaNvH U HOPARPS-arvH




3TUOJNIOMUSA




1. KpoBousnusiHne B HaanNo4Ye4YHUKMN NpU MH(PEKLIMOHHDbIX 3abos1eBaHusAX.
FnaBHbIM 06pa3oMm :
-rpy" OCTPOM MOJIHUEHOCHOM cerncuce (4aije MeHWH-
FrOKOKKOM (65-70% cny4yaeB) Win CTPENTOKOKKOM)

‘ -pexe ctapUNOoKOKK, AndTEepus, Kopb, CKapsaTuHa, Tud.

bakTepuasibHble SHAOTOKCHUHbI

D o
NMoBpexaeHue 3HAOTE/IaNIbHbIX KJIETOK KPOBEHOCHbIX COCY10B

$-
AxktnBaums XII ¢pakTopa cBepTbiBaHUA KPOBU

$-
Arperaums TPoM60LMTOB U IENKOLUTOB

$-
'Mnepkoarynsauvmm KpoBu

3
ABC kpoBu ¢ MUKpOTpOMb03amu
*- i
MoTpebneHune pakTOpoB CBEPTbIBAHUS KPOBU

D
UcTouwleHue cBepThbiBaloLlero noTeHuuasna

D s
eHepann3oBaHHbIe KPOBOTEYEHMUA.



2. KpoBonsnuaHua B HagnodyedyHuku npu ABC-
cuHppomMme, 3aboneBaHmnsax kposu (remochmnum,
NIenKo3aXx), 3/I0KaUYeCTBEHHbIX ONyXonsX,

HEPMTOHMTE.

3. TpoM603bl cOCya0B HAAMOYEYHUKOB.

4. Ocno)xHeHne NnepBuYHON UM BTOPUYHOM
XPOHUYECKON HeAOCTAaTOYHOCTN HAaANOYE4YHUKOB B
pe3yJ/ibTaTe HealeKBaTHOM 3aMeCTUTE/IbHON Tepanuu,
(cHMmxeHue Ao3bl WIN OTMEHA
rNMIOKOKOPTUKOCTEPOMAOB, CTPEeCCoBbie CUTYyaLum
(vHdekuusa, TpaBma, onepaums).

5. BHYyTpnyTpo6bHOEe KpoBOuU3NusiHMe B HagNoO4Ye4yYHu-
KW BO BpeMs TsXKeJibiX WU OCJI0XXHEHHbIX POAoB.



‘|76. CucremHble 3aboneBaHns COeANHUTENIbHOWN TKaHM.
NMpuYnHON BO3SHUKHOBEHUS OCTPOU HAANOUYEYHUKOBOM
HeAOoCTaTOUYHOCTU NpU
AAHHOM NaToJIOrMMn ABNSIEeTCA OCTPbI TPOM603 cocynos
HaANOYEYHUKOB WU KPOBOMU3JIMSIHUE B HAAANOUYEUYHUKM.

7. AapeHan3KToOMMUA.

8. l’enaToaapeHanoBbl CUHAPOM Y NALMEHTOB C
MOJIHUEHOCHOU (bOpMOUN NEeYEeHOYHON HeAOCTAaTOYHOCTH, a
TaK)Ke TepMMUHaJIbHaA CTaAUA XPOHUYECKOU NeYeHOYHOMN
HeAOCTAaTOYHOCTH, NMPU KOTOPbIX NPOUCXOAUT YrHETEHMe
CUHTEe3a KOpPTU30J1a B pe3y/sibTaTe AeNCTBUA SHAOTOKCMHOB
M LLUTOKMHOB BOCMaJIEHUA.



NMomMuMo MHDEKLIMOHHOM 3TUOJIOI UM,
yCTaHOBJ1EHO MNosBJ/IEHUE CUHAPOMA U B
APYruX yCoBUaX:

Nnpu HEKOTOPbIX TpaBMaXx;
Nnpu onyxonsiX HaaMnoOYe4YHUKOB;

= npu TpomMb603ax cocyaoB HAAMNOYEYHUKOB;
= Y HOBOPOXX1€HHOI 0 NocJsie po4oBOM
AHOKCUMU U ONINTEJIbHbIX PO OB.



KrIMHUKa:

c;l;Mﬂ'rOMbl TSOKE/IOW MHTOKCMKAUMWU: MOBbILWIEHMEe TeMnepaTypbl,
6negHOCTb, TOLLHOTA, PBOTA, MOHOC, pacnpoCTpaHeHHble 6o0nun B
YXNBOTe, 6e3 nepuToHeasibHbIX NPU3HAKOB, COCTOSIHME NMPOCTPaLIUM.

B TeuyeHue HECKOJIbKMX 4YacoB COCTOsiHMe 60s1bHOro yXyawaerca w“
noABIAIOTCA.

FeMmopparmueckue nposiBsieHus. Ha KOXXHbIX MOKPOBaxX M C/IM3UCTbIX
OTMEYAKTCA neTexuasibHble KPOBOTEYEHUSl, KPOBOMOATEKU WU
andcdysHblie remopparun. B HMxenexawmx o6nacrtax Tena, KOXKHble
NOKPOBbI NPUO6GpETaloT BUA TPYNHbIX NATEH.

Taxukapaus, ny/ibC eaBa NpoLynbiBaeTcs.

ApTtepuanbHas runoteH3duma (MHoOrga paBsieHue fga)ke He MoxkeT 6biTb
rnpoBepeHo).

CocyancTbiv Konnarnc € LMaHO30M KOHEYHOCTEMN.

KoHBynbcun, kKoma. CMepTb HacTtynaer B nepBble 16—18 yacos,
BC/IeACTBUE YCTAaHOBKM OCTPOM HAaANOYEe4YHON HeAOCTAaTOYHOCTM.



(<) University Edangen,
Department of Dermatology
Phone: (+439) 9131- 85 - 2727




ANATHOCTMUKA...

1. OAK: neMkoLMTO3 CO CABUIOM BJ1IEBO, YMEpEeHHasn
303nHO(pMNnNA, yckopeHHoe COD.

2. bBuoxuMusa Kposu:

-runoHarpuemun (Hopma Hatpus - 135 —-140 mmonb/n);
-runepkanmemun (HopMma kanusa — 3,69 — 5,12 Mmmonb/n),
-cHmxeHune Na/K koadpdpuumneHTa;

-runoxsiopemun (Hopma xnopa — 100 — 102 makB/n).
BO3MO)XXHbI TaK)ke: runornmkemuna (Hopma rnmkemMum — 3,3
— 5,5 MMmonb/n)

runonporenHemus (Hopma obwero 6enka — 6,2-8,2r),
runepkeroHemus (HopMma

KeToHoBbix Ten — 0,05 -0,2 r/n),

runepasoremus (HOpMa OoCTaToO4yHOro aszora 19-20
MMOJIb/N)



3. O6Wwmnn aHaNM3 MOUYMN: aLLeTOHYpPUSA, YMepeHHasn
pPOTENHYpUS.
4. B koarynorpaMmme npm3Haku KoarysonaTtmm
norpebneHmna c rpombountToneHmen, aecdbMunToM
aHTUTpoMb6buHa III, npoakTUBaToOpa NJ1asMMHOreHa m
¢axkTopos I, V, VIII n XIII.
5. TopMOHaNbHbIN NPOodPUIb KOPbl HAANOYEYHUKOB
(KOHTPOJ1Ib KOPTU30J1a, aNTbAOCTEPOHA,
aurngposanuaHgpocrepoHacysnbgdaTr), uccnegoBaHme
AKTT.
6. DKI' (u3MeHeHUs1, XapaKTepHble AN rmnepKajmeMmmn):
BbICOKMI 3a0CTpeHHbIN 3ybeu T, aenpeccua cermeHTta ST,
pacwmpeHue kommsiekca QRS u cnusiime ero ¢ 3y6uom T,
KOTOPbIM CTAHOBUTCA OCTPOKOHEUYHbIM, MHOrAa
AByxda3HbIM U OYEHb BbICOKUM (B HEKOTOPbIX
oTBeAeHuaX npesocxoauTt 3ybey P).



JleyeHue

1. O6ecneunTb NOCTOSAHHbIN AOCTYN K BEHO3HOMY
PYC/ly U B3iTb KpOBb Ha uccneposaHue: 17-0OMr (17
OKCUNpOrecTtepoH), UCXOAHOIro YPOBHSI KOPTU30/1a,
anbpocTepoHa, AKTT, a Takxe K, Na, Cl, Cak, KOC,
rJ1IOKO3bl.

2. HayaTb MHPY3MOHHYIO TEepanuio rrnKo30-
cosieBbiM pacTBopoM (B 5-10% pacTBOp r/r0Ko3bl B
konun4yectee 100 mn nob6basutb 10,0-10% pacTBOpa
NaCl).

3. BBectn BHYyTpMBEHHO AekcaMmeTa3oH (0,2 Mr/kr)
Wnan meTunnpeaHunsonoH (1 mr/kr).

4. HayaTb BHYTPUBEHHO 3aMeCTUTEeJIbHYIO Tepanuio
rMaApoOKOPTU30HOM reMUCYKLLMHATOM U
CyKumHaToM (pa3oBast Ao3a -3-5 Mr\kr B/B)



+

BeaoywimMM OpUEHTUPOM A03UPOBKU U
4acCTOoTbl BBeA€HUA TOPMOHaAJIbHbIX
npenapartoB SIBJZIAIOTCA NOKa3aTenum
apTepuanbHOro gasneHus. KOHTpoOJib
AaHHbIX Al npoBoauTca kKa)xabie 30
MUHYT, a Nocsie UX HOpMaJsin3aLum —
Ka)xabie 4 yaca.



Ecnu Ha 2-3 yacy nedeHnus Al HopMmanuisyeTtcs, TO BBOAAT
rMApPOKOPTU3OH CyCreH3uIo u3 pacuera 37,5-50 Mr/ M2 B/M
OCTaBJ/IAIOT NPEeXHI0K 403y BOAOPacTBOPMMOro
ruanKomeoua, BBOAA ee B TeuyeHue 2-3 yacoB, a B
nocsenyrouleM nepexoaaTt Ha B/M BBeAeHMe rmapoKOpPTU3OHa-
cycneH3um (37,5-50 Mr/m2) kaxkabie 4-6 4acoB Nnoa KOHTPoOsieM
Al (B nepBble CYTKU BBOAUTb rMAPOKOPTU3OH-CYCNEH3UIO
MOXXHO A0 6 pa3). B panbHenwemMm (2-3-e CyTKM) NoCTeneHHo
CHMXXaTb A03Yy npenapara: He 6osbuie, yeM Ha 30% exxeaHEBHO,
AOBOASA KPAaTHOCTb MHBEKLIMA A0 2-X pa3 B CYTKMU. K
noaaep)XuBatowlen Ao3e riroKOKOPTUKOMAOB BO3BPaLLAETCA He
paHbLUEe, YeM Ha 5-e CYyTKM.

NMnouwaanb NOBEpPXHOCTU TeJsla MOXKHO paccumMTaTb nNo popmMyne:

Macca x 0,5378 x Poct (cM) x 0,3964 x 0,24265 = Mk
NnOBEpPXHOCTM Tena
MNMpu otcyrcTBumn 3cppexkTa nepexon Ha NpeaHN30JI0OH



rmgpokoptndo  1-3 =5 mr/kr 1-2 mr/kr B/mrb -~ 1-2 Mr/kr 1 mr/kr (pas. 1-9 MHbEKUNSA
H BHYTPUBEHHO, 4epes 6-8 (pas. gosa aosa B/M, a B 06en
3aTeM B Yacos (pas. 37,5-50 37,5-50b N BEYEPOM —
aHanormyHom  pgosa 37,5-50 Mr/mM2),5b Mr/mM2), Yepe3  4epes poT, C
Jose Mr/m2) yepes 8 yacos 8 —16 yacos nocregyrLwmm
(50-100 mr PasoBasa go3a [locTteneHHoe nepexoaom Ha
OS5 CTapLwmnx) ropMoHa no CHW)KEHMEe npuem yepes
B/B uepes BO3pacTam: [03bl — HE poT
2-4-6 yacos HoBeJb -1 bonee 4yem Ha 3 pasa B [eHb:
(noa ron-10-15 mr 30% B cyTKM 1/2 po3bl
KOHTpOnem 1-3 r-20-30 mr yTpowm, 1/4 - B
AL) 3-7n-40-50 mr oben, n 1/4 -
7-12n -50- BEe4Yepom
75 Mr
12n v 6onee
—100 mr
npegHnsonoH  1-2 -3mr/kr m. 1 Mr/Kr m. T.
T. yepes 6-8 vac



