ENIETHMONIKH
25 ENQIHMATH"
5| MYOEKEAETIKH

SN _imed

__GKSASTIKHS

zUpoq, Kux).a&s' e

Eevodoxeio Hermqs,.Epuodn

. } Maiou 2026

,<

[MAPOY2ZIAZH MNMEPIZTATIKOY

ZiapaykaAn ZeBaoTiavr): Eidikeudpevn Peupatoloyiag
« KAivikn) MNMaBoAoyikic Puaciohoyiag, TNA «Aaiko»



AITIANMPOZEAEYZHZ

* Mapamoumr amnd BOepdmovta maBoAdyo Tpog
dlepevivnom ePTUPETOV-£EaVOTLaTOG-0pOpaAyLWV
attd pnvoe.




ATOMIKO ANAMNHZTIKO

OAPMAKEYTIKH ArQrH

KakonBeg veomAdaoua AP paotov (2017:

oYKeKTOUN/AKO/XMO, TtAéov uTtd
oppovoBepareia)

YroBupeoeldLopog

AvcAridatpia

AeBoBupo&ivn 88mcg Ixl
PocouBaotativn 1omg x|

AetpolOAN 2.5mg x|




[MTAPOY>ZA NO20O2

Mpo pnvég °

NolpwéN avwTEPOU AVATIVEUOTIKOU
(kedbadooTopivn 2nG YEVLAG)




[MTAPOY>ZA NO20O2

Mpo 20nué€pou ‘ Atdyuto knASoPAATISWEEG Kl
KOTA TOTIOUG ETNpUEVO eEAVONpa
(xwplg avtamokplon ot
QVTIOTAULVIKA Kol Yo pnAr] 6o

peBuATpedvI{oASVNG)
[1po pnvog o

Aolpwén avwTEPOL aVaTIVEUOTIKOU (KEdDoAooTopivn
21G YEVLAG)




[MTAPOY>ZA NO20O2

Mpo 20npepou . Eumipeto /apBpatyieg

Mpo 20nué€pou ‘ Atdyuto knASoPAATISWEEG Kl
KOTA TOTIOUG ETNpUEVO eEAVONpa
(xwplg avtamokplon ot
QVTIOTAULVIKA Kol Yo pnAr] 6o

peBuATpedvI{oASVNG)
[1po pnvog o

Aolpwén avwTEPOL aVaTIVEUOTIKOU (KEdDoAooTopivn
21G YEVLAG)




KAtvikr e§étaon elcaywyng

Alpoduvaplkd 2toBepr| / AEPLOUETPLKA ETIOPKTIG
Epmipetn €wg 38.5° C

AV.: opdtipo audw

Kapdid: S1,S2 puBuikoi/eukpiveig/ywpis puorjpata
Kowid: M-E-A, evtepikol rjyoL K

Xwplig opyavoueyahia, ywpic AeppadevondBela
Xwplg odrjpata

ANE: kd

ApBpwocelg: evaloOnoia oe NMXK, yovata, EOO

Aéppa: knAtdoBAaTidwdES, NMa KVNOPWAEG 1] EMWdUVO, KATA
TOTIOUG ETINPMEVO LE CUPPEOVCEG TIAALKEG OE
punpovg/Bpayioveg/npocBio Bwpakikd Toiywua/TPEowTo







EPFTAZTHPIAKOZ2
EAETIXO2

Awpodiaypappa / Broynuikog EAeyyog

OpBdxpwpn OpBokuttapikr) Avatpia: Het: 30.4, Hgb: 10.2mg/dl, MCV: 89
Aevkokuttdpwon: WBC: 11740 (poly 80%)

YynAoi deikteg dAeypovrig: CRP: 30mg/L (<5), TKE: 123, Fer: 121 mg/dL, PCT(-)
NoLttog Bloynuikog eAeyxog edo

[evikr] e&€Taom oVpwV: YwPIG oTtelpapaTikd epuBpd, xwplg AeukwpaToupia

Fevikr] apBpikov vypov: 1090 kUTTAPA (72% poly), Gram Ypwon oudev, xwpig
KPUOTAAAOUG

H/® nmpwteiviov/AvocokaBrAwon/moooTtikdg Tpoodloplopds o




APXIKH ATAQOPIKH AIATNQ2>H

Epmupeto
EE&vONn
ApBpalyieg

YynAol deikteg
$Aeypovrig
AEUKOKUTTAPWON




APXIKH ATAOOPIKH AIATNQZ2ZH

Arcanobacterium

Bacillus anthracis

Bartonella spp

Borrelia burgdorferi (Lyme disease)
Borrelia spp (relapsing fever)
Brucella spp (brucellosis)
Calymmatobacterium
granulomatis (donovanosis)
Chlamydia psittaci(psittacosis)
Ehrlichiosis

Francisella tularensis(tularemia)
Listeria monocytogenes
Leptospira spp (leptospirosis)
Mycobacterium spp
Mycoplasma pneumoniae
Neisseria gonorrhoeae(gonorrhea)
Neisseria
meningitidis(meningococcemia)
Pseudomonas aeruginosa
Rickettsia spp

Salmonella typhi (typhoid fever)
Spirillum minor (rat-bite fever)

Blastomyces dermatitidis
Candida spp

Coccidioides immitis
Cryptococcus neoformans
Histoplasma capsulatum
(Other disseminated deep
fungal infections in
immunocompromised
patients)

Adenovirus
Arbovirus
Atypical measles
Chikungunya virus
Colorado tick fever
Coxsackieviruses
CMV

Dengue virus

EBV

Echoviruses

HBV (urticaria)
HHV-6

HIV-I

Parvovirus B19
Rubella

Rubeola (measles)

Varicella(chickenpox)

VZV (disseminated)

Viral hemorrhagic fevers

(many)
West Nile virus

Zika virus

Leishmania spp

Necator americanus
Onchocerca volvulus
Schistosoma

Strongyloides

Toxoplasma

gondii (toxoplasmosis)
Trichinella spiralis(trichinosis)
Trypanosoma spp

UptoDate / Diagnostic approach of fever and rash in the immunocompetent patient

Erythema multiforme

SLE

Dermatomyositis

Drug hypersensitivities
Gianotti-Crosti syndrome
Inflammatory bowel disease
Pityriasis rosea (fever rare)
Sarcoidosis

Sweet syndrome (acute
febrile neutrophilic
dermatosis)

Still's disease (juvenile
idiopathic arthritis)



EPFTAZTHPIAKOZ2
EAETIXO2

Awodidypappa / Bloynuikog EAeyyog

OpBdxpwpn OpBokuttapikr) Avatpio: Het: 30.4, Hgb: 10.2mg/dl, MCV: 89
Aevkokuttdpwon: WBC: 11740 (poly 80%)

YynAoli deikteg Aeypovng: CRP: 30mg/L (<5), TKE: 123, Fer: 12Img/dL, PCT(-)
Notrtdg Bloynpikdg éleyxog edo

Mevikn e§€taon oUpwv: xwpig oTelpapatikd epuBpd, xwpig Asukwpatoupla

Fevikn] apBpikov vypou: 1090 KUTTAPA (72% poly), Gram xpwor oudéyv, xwpig KPUOTAAAOUG

MikpoBLoAoyilkdc EAeyyoc

KaAAépyeleg aipatog/opwv/apBpikov uypou(-)

HBV/HIV/HCV(-)

Wright/Leishmania/Toxo/Borellia/VDRL(-)
Coxiella/Bartonella/Riketsia/Brucella/Chlamydia/Brucella/Francicella(-)
Mantoux/QFT(-)

PCR gpmnrtoiwv (-)
Parvo/Coxackie/Echo(-)
2UVOPOULKT] SLAYVWOT AVWTEPOU AVATIVEUCTLKOU (-)




ALpoSiaypappio / BLoynuikoc EAeyyoc

OpB6xpwpun OpBokuttapikr) Avatpia: Het: 30.4, Hgb: 10.2mg/dl, MCV: 89
Aeukokuttdpwon: WBC: 12740 (poly 80%)

YWwnhol Seikteg dAeypovrig: CRP: 30mg/L (<5), TKE: 123, Fer: 121 mg/dL, PCT(-)
Aowmég Bloxnuikdg €xeyxog edo

levikn] €§€TaoT OUPWV: YWPLG OTIELPAATLIKA EpUBPQ, YWPIG AeukwpaToUpla

£VIKT] apBpikol vypoUL: 1090 KUTTAPX (72% A 2y, YWPIG KPUOTAAAOUG

LKpoBLoAoyikdc ENeyYOC

KaAAiépyeLeg aipatog/opwv/apBpikol uypou(-)
HBV/HIV/HCV(-)

EPTAZTHPIAKOZ/ Wright/Leishmania/Toxo/Borellia/VDRL(-)
ATEI KO NI>TI KO > Coxiella/Bartonella/Riketsia/Brucella/ Chlamydia/Brucella/Francicella(-)
Mantoux/QFT(-)
E /\ E r X O Z PCR epmntoiwv (-)

Parvo/Coxackie/Echo(-)

UVOPOULKT] SLAYVWOT) AVWTEPOU AVATIVEUCTIKOV (-)

ADPYLKOC OTTELKOVIOTIKOC EAEYVYOC

CT OAKK: ywpig eotia Aoipwéng, xwpic Aepdadevomdbera, xwpig UTtomTa EVPTIHATA
yla veoe€epyaoia

Echo kapdidg: xwpic popdwpata BaABidwv cupfatd pe ekBAaoTtrioEl




APXIKH ATAOOPIKH AIATNQZ2ZH

Arcanobacterium

Bacillus anthracis

Bartonella spp

Borrelia burgdorferi (Lyme disease)
Borrelia spp (relapsing fever)
Brucella spp (brucellosis)
Calymmatobacterium
granulomatis (donovanosis)
Chlamydia psittaci(psittacosis)
Ehrlichiosis

Francisella tularensis(tularemia)
Listeria monocytogenes
Leptospira spp (leptospirosis)
Mycobacterium spp
Mycoplasma pneumoniae
Neisseria gonorrhoeae(gonorrhea)
Neisseria
meningitidis(meningococcemia)
Pseudomonas aeruginosa
Rickettsia spp

Salmonella typhi (typhoid fever)
Spirillum minor (rat-bite fever)

Blastomyces dermatitidis
Candida spp

Coccidioides immitis
Cryptococcus neoformans
Histoplasma capsulatum
(Other disseminated deep
fungal infections in
immunocompromised
patients)

Adenovirus
Arbovirus
Atypical measles
Chikungunya virus
Colorado tick fever
Coxsackieviruses
CMV

Dengue virus

EBV

Echoviruses

HBV (urticaria)
HHV-6

HIV-1

Parvovirus B19
Rubella

Rubeola (measles)

Varicella(chickenpox)

VZV (disseminated)

Viral hemorrhagic fevers

(many)
West Nile virus

Zika virus

Leishmania spp

Necator americanus
Onchocerca volvulus
Schistosoma

Strongyloides

Toxoplasma

gondii (toxoplasmosis)
Trichinella spiralis(trichinosis)
Trypanosoma spp

UptoDate / Diagnostic approach of fever and rash in the immunocompetent patient

Erythema multiforme

SLE

Dermatomyositis

Drug hypersensitivities
Gianotti-Crosti syndrome
Inflammatory bowel disease

Pityriasis rosea (fever rare)
Sarcoidosis

Sweet syndrome (acute
febrile neutrophilic
dermatosis)

Still's disease (juvenile
idiopathic arthritis)




2YMNAHPOMATIKO2
EAETIXO2

AvoooAoyikdg EAeyyog
ANA 1/320 (A.0.T)
Myoscreen (-)

SACE (-)

JUMTIAN P WILOTIKOC ATTELKOVIOTIKOC EAEVYOC

PET/CT: apvntikd ylo ayyelitida, xwpig UTIoTTa EVPTjHaTa Yia
kKokonBela, pikpoi utteppetaforikol pecoBwpakikoi Aepdadeveg
dAeyuovwdoug attioloyiag (SUV max: 4)

Moaotoypadio/YTEpNYOG LOOTWV: (-)

Faotpookdmmon/Kodovookdmnon: mpo 2etiog ywpig maboAoyikd
gupTiUATA

Bloyigg
Bloyia kpotadikrig: xwpig elkOva GAEYUOVIG TOLYWHATOG

Bloyia 6€ppatog




BIOWIA AEPMATO2

MikpookoTikd, To xOpLo epdaviCel TOANATIAEG E0TIEG AEUPOKUTTOPLKNG GAEYOVWSOUG
ONBnoNG o€ MEPLAYYELAKT] KOL TIEPLEEAPTNUATIKT) EVIOTILON, UE CUUMETOXT] QUENUEVOU
aplBuov ovdetepodpirwv. Kupiwg og avwtePo Kal LECO YOpLo. H uttepKeipevn
emdepuida pe opBokepdtwon kat akdvBwon.

Xwpig otowyeia ayyelitidag

Apeoog avooodBoplopds: apvnTikog

Il

Euprjpoata cupfotd pe Ouvdetepodiiikn Asppoatonabeia
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NEUTROPHILIC DERMATOSES

INVOLVING PREDOMINANTLY THE
EPIDERMIS

Pustular psoriasis

Drug-induced/acute generalized exanthematous
pustulosis

Keratoderma blennorrhagicum

IgA pemphigus (subcorneal pustular dermatosis type,
intraepidermal neutrophilic IgA dermatosis type)

Amicrobial pustulosis of the folds
Infantile acropustulosis

Transient neonatal pustulosis

INVOLVING PREDOMINANTLY THE
DERMIS

Sweet's syndrome
Pyoderma gangrenosum
Behcet's disease

Bowel-associated dermatosis-arthritis
syndrome

Inflammatory bowel disease (may also have
small vessel vasculitis)

Rheumatoid neutrophilic dermatitis
Still's disease
Erythema marginatum

Hereditary periodic fever syndrome

UptoDate / Diagnostic approach of neutrophilic dermatoses




NEUTROPHILIC DERMATOSES

INVOLVING PREDOMINANTLY THE INVOLVING PREDOMINANTLY THE
EPIDERMIS DERMIS

_ Sweet's syndrome
Pustular psoriasis
Pyoderma gangrenosum

Drug-induced/acute generalized exanthematous

. Behget's disease
pustulosis

Bowel-associated dermatosis-arthritis

Keratoderma blennorrhagicum
syndrome

IgA pemphigus (subcorneal pustular dermatosis type,
intraepidermal neutrophilic IgA dermatosis type)

Inflammatory bowel disease (may also have
small vessel vasculitis)

e el [prsiiieas el e el Rheumatoid neutrophilic dermatitis

Infantile acropustulosis Still's disease

Transient neonatal pustulosis Erythema marginatum

Hereditary periodic fever syndrome

UptoDate / Diagnostic approach of neutrophilic dermatoses



Epmupeto :
HTTLP Oudetepodihiki MBavd Sweet

E€avOnua Ofeia

depuotomndbela
Pheypovi i

Syndrome!?
ApBpoayieg




SWEET SYNDROME (ACUTE FEBRILE
NEUTROPHILIC DERMATOSIS)

>mavia pAeypovwon datapayr] ou xopakinpifetal amo aipvidia
epPavion eMwdUVWY, OLONUATWOWYV EpuBNUaTWOWY BAaTidwy, TAAKWY N
oLdlwv SEpUOTOG

>UXVA GUVUTIAPXOUV TTUPETOG KoL AEUKOKUTTAPWOT)

Evw pmopei va ouvuntdpyet tpocBoAr) odBaApwy, HUOCKEAETIKOU 1)/KalL
ECWTEPLKWV OPYAVWV

HAkia epdaviong 30-60 eTwv (5-8% Twv MEPIMTWOEWYV OE TIALOLA)

Q: [ = 4:1( avaldywg TUTIOU)

Calabreze et al. Clinicall aspects, pathophysiology and treatment of Sweet Syndrome, Italian journal of dermatology, 2023



SWEET SYNDROME (ACUTE FEBRILE
NEUTROPHILIC DERMATOSIS)

CLASSIFICATION

SWEET SYNDROME ASSOCIATIONS

Classical (Idiopathic) SS :
H TTAELOVOTNTA TWV TIEPLTITWCE WV
>uxvotepa oxetiCeTal pe:

AoLpwon aitia (kuplwg AoLWEELS
QAVWTEPOU QVOTIVEUOTLKOU T)
YOO TPEVTEPLKOV)

HIV
Viral hepatitis

TB and nontuberculous Mycobacterial
infections (NTM)

Chlamydia
Treponema pallidum

SARS-CoV-2

Calabreze et al. Clinicall aspects, pathophysiology and treatment of Sweet Syndrome, Italian journal of dermatology, 2023

UptoDate / Diagnostic approach of Sweet Syndrome



SWEET SYNDROME (ACUTE FEBRILE
NEUTROPHILIC DERMATOSIS)

CLASSIFICATION

SWEET SYNDROME ASSOCIATIONS

Classical (Idiopathic) SS :
H TTAELOVOTNTA TWV TIEPLTITWCE WV
>uxvotepa oxetiCeTal pe:

AoLpwon aitia (kuplwg AoLWEELS
QAVWTEPOU QVOTIVEUOTLKOU T)
YOOTPEVTEPLKOV)

Autodvooo/auToPpAeypovwon aitia
(ouxvotepa IBD)

Behcet Syndrome

Relapsing polychondritis
Rheumatoid arthritis
Sarcoidosis

Autoimmune thyroid disease

Connective tissue disorders (including SLE
and DM)

VEXAS

Calabreze et al. Clinicall aspects, pathophysiology and treatment of Sweet Syndrome, Italian journal of dermatology, 2023

UptoDate / Diagnostic approach of Sweet Syndrome



SWEET SYNDROME (ACUTE FEBRILE
NEUTROPHILIC DERMATOSIS)

CLASSIFICATION SWEET SYNDROME ASSOCIATIONS
Classical (Idiopathic) SS : 2% of SS cases
H TTAELOVOTNTA TWV TIEPITTWOEWY the majority of PASS occurred during the
SUYVOTEP OYETICETAU PE: second semester and lesions most commonly

affected the head and neck region
Aolpwon aitia (kupiwg AotpwéeLg
QVWTEPOU AVOTIVEUOTLKOU 1
YOOTPEVIEPLKOD)

Auvtodvooa/autodpAeypovwdn aitia
(ouxvotepa IBD)

Eykupoouvn

Calabreze et al. Clinicall aspects, pathophysiology and treatment of Sweet Syndrome, Italian journal of dermatology, 2023

UptoDate / Diagnostic approach of Sweet Syndrome



SWEET SYNDROME (ACUTE FEBRILE
NEUTROPHILIC DERMATOSIS)

CLASSIFICATION

Classical (Idiopathic) SS :
H TTAELOVOTNTA TWV TIEPLTITWOEWV
>uxvotepa oxetiCeTal Ye:

Aolpwdn aitia (kuplwg Aotpwéelg
QVWTEPOU QVATIVEUOTIKOU 1
YOOTPEVIEPLKOV)

AuTtodvooa/autoPpAeypovwon altia
(ouxvotepa IBD)

Eykupoouvn

Malignancy-associated SS :

‘Ewg kat 21% twv mepimtwoewv SS

SUXVOTEPA QLUOTOANOYLKEG KakoriOeleg (
€wg 85%). = Zuyvotepa AML

Mo ouyvoi cupmayeig oykot:
OUPOTIOINTLKOU, YAOTPEVTEPLKOU, LAOTOV.
>uvnBeotepa adevokapkivwpato(57%).

MponynBeioa kakoriBela, oUyyxpovn 1
LETAY POV

Auénuévog kivouvog kakoriBeLag
avaAOYywG LoTOAOYLIKOU TUTIOU SS

Calabreze et al. Clinicall aspects, pathophysiology and treatment of Sweet Syndrome, Italian journal of dermatology, 2023

UptoDate / Diagnostic approach of Sweet Syndrome



SWEET SYNDROME (ACUTE FEBRILE
NEUTROPHILIC DERMATOSIS)

CLASSIFICATION

Classical (Idiopathic) SS : Antipiotics inocycine

Nitrofurantoin
Norfloxacin

H TTAELOVOTNTA TWV TIEPLTITWOEWV ofoxacin

Quinupristin-dalfopristin

ZUXVO,TEPCX GXET(CET(XI. HE: Trimethoprim-sulfamethexazole

Antiseizure Carbamazepine
medications

’ 4 4 ’ Diazepam
/\OlJJ.(JOST] altla (KUple AO][H(A)EE[Q Anti-HIV drugs Abacavir (synthetic carbocyclic nuclecside analogue)
O(V(JL)TEpOU O(VO(T[VEUO'TLKOU T] Antihypertensives Hydralazine
YQGTPEVTEP[KO&) Antineoplastics Bortezomib
Imatinib mesylate
4 4 4 Ipilimumab
AUToa,vooa/aUtod))\sy Lovwon aitia e
(ouyvotepa IBD) Topotscan
Vemurafenib
Ey KU }J.OO"OVT] Antipsychotics Clozapine
Antithyroid hormone Propylthicuracil
synthesis drugs
Colony-stimulating Granulocyte colony-stimulating factor

Malignancy-associated SS : factors

Granulocyte macrophage coleny-stimulating factor

Pegfilgrastim

‘Ewg kat 21% twv mepLMTwoewy SS

Contraceptives Ethinyl estradiol and levonorgestrel

Levonorgestrel-releasing intrauterine system

>uvnOEoTEPA PE AULPOTOANOYIKEG KOKOT|OELEG

, Diuretics Furosemide
(GUXVOTE pCX IJE AM L) Immunosuppressants Azathioprine
Nonsteroidal anti- Celecoxib
inflammatory drugs Diclofenac
. . (NSAIDs)
Drug-associated SS : -
Retinoids All-trans retinoic acid

13-cis-retinoic acid

>uyvotepa G-CSF ATRA, AZA

Calabreze et al. Clinicall aspects, pathophysiology and treatment of Sweet Syndrome, Italian journal of dermatology, 2023

UptoDate / Diagnostic approach of Sweet Syndrome



SWEET SYNDROME (ACUTE FEBRILE
NEUTROPHILIC DERMATOSIS)

CLASSIFICATION DIAGNOSTIC CRITERIA

Classical (Idiopathic) SS :

H TTAELOVOTNTO TWV TIEPLTITWOEWV
1. Abrupt onset of painful

2UXVOTEPQ OXETICETA LE: erythematous plaques or nodules

Ao aiTia (KUPIWG ANOLUWIEELS 2. Histopathologic evidence of a
AVWTEPOU OVATIVEUOTLKOU 1 dense neutrophilic infiltrate
YOO TPEVIEPLKOV) without

evidence of leukocytoclastic

Autodvooa/autoPpAeypovwon aitia

(ouxvétepa IBD) vasculitis

Eykupoouvn

Malignancy-associated SS :
Ewg kat 21% Twv TEPLMTWOEWV SS

>uvnBEoTEpa PE AULPOTONOYIKEG KOKOT|OELEG
(ouxvotepa pe AML

Drug-associated SS :

>uyxvotepa G-CSF ATRA, AZA

1. Fever >38-C

2. Associated with inflammatory
disease or pregnancy or preceded
by

upper respiratory infection,
gastrointestinal infection, or
vaccination

3. Excellent response to treatment
with systemic glucocorticoids or
potassium iodide

4. Abnormal laboratory values at
presentation (three of four of the
following):

a. ESR >20 mm/h

b. Positive C-reactive protein
¢.WBC >8,000

d. >70% neutrophils

Villareal et al. Sweet Syndrome: a review and update, AEDV, 2015



Associated Disease and Sweet's Syndrome

Hematologic Solid
Characteristic [diopathic Malignancy Tumors
Epidemiologic
Women 80 50 59
Prior upper respiratory tract 75-90 16 2
infection
Recurrences 30 69 41
Clinical symptoms
CLINICAL FEATURES Feve 80-90 89 7
Musculoskeletal 12-56 26 34
involvement
Ocular involvement 17-7 7 15
Lesion location
Upper extremities 80 89 97
Head and neck 50 63 52
Lower extremities Infrequent 49 48
Trunk and back 30 42 33
Oral mucous membranes 2 12 3
Laboratory findings
Neutrophilia 80 47 60
Elevated erythrocyte 90 100 95
sedimentation rate
Anemia Infrequent 82 83
Abnormal platelet count Infrequent 68 50

Abnormal renal function 11-50 15 7




Associated Disease and Sweet's Syndrome

Rematologic Solid
Characteristic Idiopathic lalignancy Tumors
Epidemiologic
Women 80 50 59
Prior upper respiratory tract 16 20
infection
Recurrences 69 41
Clinical symptoms
CLINICAL FEATURES Fever 88 79
Musculoskeletal 26 (]!
involvement
Ocular involvement 7 15
Lesion location
Upper extremities 89 97
Head and neck 63 52
Lower extremities 49 48
Trunk and back 42 33
Oral mucous membranes 12 3
Laboratory findings
Neutrophilia 47 60
Elevated erythrocyte 100 95
sedimentation rate
Anemia 82 83
Abnormal platelet count 68 50
Abnormal renal function 15 7




Associated Disease and Sweet's Syndrome

CLINICAL FEATURES

Hematologic Solid
Characteristic [diopathic Malignancy Tumors
Variant Description

Prototypical clinical presentation  Tender, erythematous nodulesfpapules/plaques located on the upper extremifies, face, and neck Epidemiologic
Bullous 8 Flaccid or tense blsters on the acral surfaces, extremities, the trunk, and face Women 80 50 59
Cellufis-fke SS Tender, erythematous, edematouslsions tha ae ndistinguishable from bacterialcelulii;culures do not rvel Prior upper respiratory tract 75-90 16 2

bactera infection
Necrotizing 89 Rapidly progressive erythematos, edematous cutaneous lesions with necrofic imvolvement of underlying soft Recurrences 30 69 41

fssues,must ule out necrofzing ascit Clinical symptoms
Neutrophilic dermatosis ofthe  Indurated, painful, rythematous plaques admixed with possible ulcers and pustules involving the dorsal hands Fever 80-90 88 79
dor nd Musculoskeletal 12-56 % %
7 15
89 97
63 52
Lower extremities 49 48
Trunk and back 42 33
12 3
47 60
100 95
sedimentation rate

Anemia Infrequent 82 83
Abnormal platelet count Infrequent 68 50

Abnormal renal function 11-50 15 7




Associated Disease and Sweet's Syndrome

CLINICAL FEATURES

Hematologic Solid
Characteristic [diopathic Malignancy Tumors
Variant Description —

Prototypical clinical presentation  Tender, erythematous nodules/papules/plaques located on the upper extremities, face, and neck Ep;ﬁenuolog;c 0 50 5
Bullous 8§ Flaccid or tense blisters on the actal surfaces, extremities, the trunk, and face P 9men , - 7590 1§ 2

Cellultis-like SS Tender erythematous, edematous lesions thatare indistinguishable from bacterialcelllifs; ulfures do not reveal niz;etup‘};:r TespiTaiogy )

bactera
Nectofizing S Rapidly progressive erythematous, edematous cutaneous lsions with ecrotic ivolvement of underlying sof Chl:nezualmnm 4 6 i
tssues; must rule out neerofizing fasis Fever Symptoms 80-90 88 "
Nzﬁirs:fl;g;cd Qemmatosis ofthe  Indurated, painful, erythematous plaques admixed with possible uleers and pustules involving the dorsal hands Musculoskeletal 12-56 % "
7 15
89 97
Head and neck 63 52
Lower extremities 49 48
Trunk and back 42 33
12 3
47 60
Elevated erythrocyte 90 100 95
sedimentation rate

Anemia Infrequent 82 83
Abnormal platelet count Infrequent 68 50

Abnormal renal function 11-50 15 7




CLINICAL FEATURES Associated Disease and Sweet's Syndrome
Hematologic Solid

Characteristic [diopathic Malignancy Tumors

Epidemiologic
Women 80 50 59
Prior upper respiratory tract 16 2

69 41

88 79
Musculoskeletal 2 24
involvement
Ocular involvement 7 15
Lesion location
Upper extremities 89 97
Head and neck 63 5)
Lower extremities 49 48
Trunk and back 4 1
Oral mucous membranes 12 3
Laboratory findings
Neutrophilia Y 60
Elevated erythrocyte 95
sedimentation rate
Anemia 83
Abnormal platelet count 50
Abnormal renal function 7




CLINICAL FEATURES Associated Disease and Sweet's Syndrome

Hematologic Solid
Characteristic [diopathic Malignancy Tumors
Epidemiologic
CNS Encephalitis, aseptic meningitis qui,;gper respiratory tract 75-90 16 X
ntecuon
Ccv Myocarditis, aortitis and aortic Recurrences 30 69 41
stenosis, coronary artery occlusion Clinical symptoms
Pulmonary system Neutrophilic alveolitis, pleural Fever 88 79
effusions, airway obstruction Musculoskeletal 2% 3%
Liver/Spleen Hepatitis, hepatomegaly, involvement
I I .
Spleenomegaly Ocular involvement 7 15
Gl Neutrophilic inflammation of Lesion location
intesti o8
ntestines Upper extremities 80 89 97
Renal Mesangial glomerulonephritis, Head and neck 50 63 52
hematuria, proteinuria i
Lower extremities Infrequent 49 48
Bone Sterile osteomyelitis Trunk and back 10 ) 1
Oral mucous membranes 2 12 3
Laboratory findings
Neutrophilia 80 47 60
Elevated erythrocyte 90 100 95
sedimentation rate
Anemia Infrequent 82 83
Abnormal platelet count Infrequent 68 50
Calabreze et al. Clinicall aspects, pathophysiology and treatment of Sweet Syndrome, Italian journal of dermatology, 2023 Abnormal renal funCﬁon 11 —.50 15 7

Cohen et al. Sweet syndrome and cancer, 1993




CLINICAL FEATURES

Characteristic

Epidemiologic
Women
Prior upper respiratory tract
infection
Recurrences
Clinical symptoms
Fever
Musculoskeletal
involvement
Ocular involvement
Lesion location
Upper extremities
Head and neck
Lower extremities
Trunk and back
[Jral mucons membran
Laboratory findings
Neutrophilia
Elevated erythrocyte
sedimentation rate
Anemia
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CLINICAL FEATURES

Characteristic

Epidemiologic
Women
Prior upper respiratory tract
infection
Recurrences
Clinical symptoms
Fever
Musculoskeletal
involvement
Ocular involvement
Lesion location
Upper extremities
Head and neck
Lower extremities
Trunk and back
[Jral mucons membran
Laboratory findings
Neutrophilia
Elevated erythrocyte
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Hematologic
Malignancy
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CLINICAL FEATURES Associated Disease and Sweet's Syndrome

Hematologic Solid
Characteristic [diopathic Malignancy Tumors
Epidemiologic
Women 80 50 59
Prior upper respiratory tract 75-90 16 2
infection
Recurrences 30 69 41
Clinical symptoms
Fever 80-90 88 79
Musculoskeletal 12-56 26 34
involvement
Ocular involvement 17-72 7 15
Lesion location
Upper extremities 80 89 97
Head and neck 50 63 52
Lower extremities Infrequent 49 48
Trunk and ba 30 42 33
Vacuolated mononuclear cells with the presence of basophilic yeast-like bodies. PAS stain fails to reveal 1 2 3
fungal elements
Dense_ eosinophilic infiltrate into the dermis; must rule out eosinophilic dermatosis of hematologic
D:]riﬁn;?iﬁate f’f .immatme.: neutrophils.that resefnble h-istiocyms; IHC is positive for CD68 and MPO Nelltl'ophl]lﬂ 47 60
e Hevated ey " %
ormolipemic xanthomized CD163-positive foam cells accompany dense neutrophilic infiltrate extending into the deep dermis sedimentation rate
i 82 83
68 50

15 7




PATHOGENESIS

Malignancy-associated SS

Idiopathic or drug-induced SS

Hematologic
malignancies

Infections

- Q‘.

Drug intake
e. G-CSF, ATRA)

Inflammasome

Neutrophil
activation Maturation of Neutrophil e® o IFN-y
Ieukemlc Ll recruitmentande _ @ @ TNF-a
i %o o
LB o Pro-IL-18 IL-1B activation e
L8 ' g®@ ° o ol
IL-6 K )
ccsr ® @

Further neutrophil Th1
recruitment lymphocytes

Myeloid Blast
cells

Activated Lymphocytes
p— s (1 1L-1, 1L:2, IL-17 and IFN-y)
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TREATMENT (SWEET SYNDROME)

-Prednisone 0.5-Img/kg (start tapering after disease control and
discontinue 4-6 weeks)

-case reports/case series/no RCT

-Colchicine (1-1.5mg/day)
-Dapsone (100-200mg/day)
-Potassium lodide (900mg/day)
-Only small case series/limited data

: -Cyclosporine, MTX,Anakinra
Alte rnative -In refractory cases: RTX,ADA, INFLIXIMAB, USTEKINUMARB,
-Limited data

Fajardo et al. Treatment Strategies in Neutrophilic Dermatoses. A comprehensive review. Int.J.Mol.Sc. 2023
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MTX IN SWEET SYNDROME

MECHANISM OF ACTION

inhibits dihydrofolate reductase, preventing the
reduction of dihydrobiopterin (BH2) to
tetrahydrobiopterin (BH4), leading to nitric
oxide synthase uncoupling and increased
sensitivity of T cells to apoptosis, thereby
diminishing immune responses.

inhibit aminoimidazole-4-carboxamide
ribonucleotide (AICAR) transformylase (ATIC),
leading to intracellular accumulation of AICAR
and increased adenosine release; adenosine
binds to cell surface receptors and
suppresses many inflammatory and
immune reactions.

inhibits activation of nuclear factor-kB (NF-kB) by
increasing both adenosine release and activation

of adenosine receptor A,, and by inhibiting the
reduction of BH2 to BH4.

Cronstein et al. Methotrexate and its mechanism of action in inflammatory arthritis. Nat Rev Rheumatology. 2020



MTX IN SWEET SYNDROME

MECHANISM OF ACTION

inhibits dihydrofolate reductase, preventing the
reduction of dihydrobiopterin (BH2) to
tetrahydrobiopterin (BH4), leading to nitric
oxide synthase uncoupling and increased
sensitivity of T cells to apoptosis, thereby
diminishing immune responses.

inhibits aminoimidazole-4-carboxamide
ribonucleotide (AICAR) transformylase (ATIC),
leading to intracellular accumulation of AICAR
and increased adenosine release; adenosine
binds to cell surface receptors and suppresses
many inflammatory and immune reactions.

inhibits activation of nuclear factor-kB (NF-kB)
by increasin? both adenosine release and
activation of adenosine receptor A, and by
inhibiting the reduction of BH2 to BH4.

Journal of Cutaneous Medicine and Surgery

. . 2022, Vol. 26(5) 532-513
Evaluation of Methotrexate in the & The Ao 2112
Article reuse guidelines:
Management of Sweet Syndrome P
DOI: 10.1177/12034754221 111992
journals.sagepub.com/home/ems

| | | Canadian Association
Matthew L. Hrin'©, Josiah Williams'©, Nathan L. Bowers', Dermatology | Z7] cnadienne de
ssochation ey dermatologie

Rita O. Pichardo', Joseph L. jorizzo', Steven R. Feldman'*,

and William W. Huang'

Retrospective study

Assess MTX in |3 Sweet Syndrome pts

77% clinical improvement and 62% completely cleared
8/13: concominant CS, tapering within median 1.5 month
3/13:flare, 3/13:non-responders (side effects or malignancy)

MTX maybe an effective alternative but limited data.
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