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Problemy pediatryczne
Niepokoj

* Nietolerancja pokarmu
*Bdle brzucha
e Swiad skdry



Problemy pediatryczne

Atopowe zapalenie skory

* Wieksze ryzyko podraznienia zmian skornych
Zwigzanych z mastocytozg
* Trudnosci w doborze wtasciwej diety



Problemy pediatryczne

Alergia, astma oskrzelowa wczesnodziecieca

* objawy alergii pogtebione poprzez wiekszg ilos¢
comorek tucznych w ustroju

* Koniecznosc¢ zwiekszania dawek lekow
orzeciwhistaminowych i wziewnych




Problemy pediatryczne

Trudnosci w realizacji programu szczepien
ochronnych
* Duza powierzchnia zajetej skory
* Wieksze ryzyko niepozgdanych dziatan miejscowych
* Brak jednoznacznych wytycznych realizacji
szczepien w mastocytozie



Szczepienia — aspekt spoteczny

* W roku 2018 w pordéwnaniu z badaniem z lipca 2017 r. (CBOS) istotnie
zwiekszyt sie odsetek osob:

* Uwazajacych, ze szczepienia sg bezpieczne - 0 13 procent

* negujacych stwierdzenie, ze szczepienia mogg wywotywac powazne
zaburzenia rozwojowe - 0 14 procent

* uwazajgcych, ze szczepienia sg najskuteczniejszym sposobem ochrony przed
ciezkimi chorobami - o 7 procent

* uwazajacych, ze szczepienie dzieci powoduje wiecej dobrego niz ztego - o
5 procent

* negujgcych opinie, ze szczepienia s3 promowane gitownie w interesie
koncernow farmaceutycznych — o 16 procent

* uwazajacych, ze szczepienia przeciwko najgrozniejszym chorobom powinny
by¢ obowigzkowe — o0 7 procent

Zrédto, Medycyna Praktyczna Szczepienia 2019,
Badanie przeprowadzono XI-XIl 2018



Wybrane aspekty prawne

* Zaniechanie o zawiadomieniu o obowigzku poddania si¢ obowigzkowym
szczepieniom ochronnym lub niepoinformowanie o ochronnych szczepieniach wigze
sie z karg grzywny.

Art.51 pkt.3 ustawy
o zapobieganiu oraz zwalczaniu zakazen u ludzi,
Art. 53 ustawy z dnia 2. grudnia 2009 o Izbach Lekarskich

* Jesli na skutek niewykonania obowigzku informacyjnego lub wykonania go w sposob
nierzetelny pacjent nie zostanie zaszczepiony | w konsekwencji dozna uszczerbku na
zdrowiu mozliwa jest odpowiedzialnos¢ odszkodowawecza.

* Jesli pacjent nie zapadnie na chorobe zakazng, ale na skutek zaniechania szczepienia

lekarz stworzy bezposrednie niebezpieczenstwo utraty zycia lub ciezkiego uszczerbku
na zdrowiu.

Art.160 par.3 Kodeksu karnego



Szczepienie [FALL 2 3 5 6 7 13 14 16 18

przemwka narodziny iBsig IBSia iesia IBSig ==l IESige miesigc miesigc miesigc miesigc

Cruzlica

wzw B

Bionica DTP OTP DTP DTP CTaP dTap dTr
Teiec OTP oTP DTP OTP CTaP dTap dTr
Krztusiec DTR OTP DTR DTR CTaP dTap

Folio IPY IPV IPV IPV

Hib Hib Hib Hib Hib

Cdra MMR MMR

Swinka MMR MMR

Razyczka MMR MMR

Preumokoki PCV PCV PCV
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Hypogammaglobulinemias in infants and toddlers with
mastocytosis — a new aspect to analyze?

To the Editor,
(MC)in one or mome organs, affects hoth aduls and childen
It & a e condition as far as the whole populsion =
amemed, but among the patients of dematological depart-
ments and dimios its frequency & higher (1) The accwrmence of
mastocybosks is spoadic in a grest majorty of cases; however,
more than 50 famifial cases and several pairs of monozygotic
twims have heen described (2). MC accumulxte particulardy
skin, bone marrow, hver, spleen, and lymph nodes. The climcal
manifestation of the disase & due to an mspedfic degram-
Ixtion of MC and action of mediators meleased. In some cases,
degramuiation, apart from very intensive local or genemalizd
mdness of the skin, may resuli in dioziness, wealmess,
Iypotension, or even ks of comsciowness (3

Twa main @iegoris of the dissase have heen desaribad -
In the great majority of afectsd children, cutaneois form of the
disemse & diagnmed. CM & considered as benign, Emited to the
skin, tramsient disease which & usually assodated with MC
medistor-nelated symptoms. WHO distinguishes thre major
dimic] manifestations of CM: maaulopapular type (MPCM)

@7-75%) and solimry mastocytoma (17-51%). DCM & e
most severe, rare form of CM {1-5%) @) Inall the forms of CM,
oen a mecharical imitation of the lesional skin mesults in
localized reddening and unticarial swelling of different iniemsity.

Childhood=mset mastocyiosis rardy has a very sever
e with the presence of frequent llm of flushing or

Bmdmmhmdmi—[-ﬂm'lhbmn
mamow and mntemal orgams mvolvament & a rare finding
children (5). Pediairic patienis develop the first signs of the
disemse usually hefore the age of 2 years, the period of very
intensive development Depending on the ectent and acivity of
the skin lesions, the cowrse of the dismse cn be more or les
aflecting everyday life of a child and its famdly {§).

In oar enter, a group of 4 infints and toddlers with CM
and recurrent infections was analyzed. There were 63 {B5.13%)
children with MPCM, 9 (12.16%) with TeCM, and 2 (Z7%)
with salitary mastocyioma. The age of the studisd group
ranged from 4 months to 3 yeams, mean age was | year and
£/12, and median of age was 22 monils. There were &8 hays
(59.45%) and 30 girk (40.54 %). In none of the pofents, ssrios
infectins were noded The kvek of main dames of
immunaglebulins {Igs) werne assessed with the use of Immuno-
turbidimetric methad and immamaochemical system (Architect,
Abbott). The blood samples woe taken at the occasion of
mutine assessmenis after ohizining parent’s informed comsent

© 26 dohn Wiy & Sona WS Pubishad by Jobn Wiky & Sars L

for dinal examinmaton and blood analyss. The siudy was
approved by the Madical Ethics Committze of the Meadial
University of Cdansk and was conduded according to fhe
indples of the Dedaration of Helkinld. The levels of all the
damses of [g were interpreted aconding o the age of patients.
In chiklren with abnommal kwvels of Iz, Hood samples weme
taken twice in @ Jsmaonih period.

In 12 (16.21%) yoamg chilkinen with different forms of CM
in reimospedive analysis, we have found different types of
hy pogammag lobulinemia. There were seven boys and five girks
in the immunodefidency group. In the family hisiory of the
mtients, theme was no data cncerning hypogammag lnbuline-
mia. Acoording to ESID Regsiry - working defmitions for
dimical diagnmis of primary mmunodeficency, version May
11, 2015, due to the young age of the studied group, what we
found was unclesifiad antibady deficiency. In the group, there
weare & cames (1081%) with highly probable THI, 3 cses
@.05%) with Eolxed hypogammaglkbulinemia A, and | case
{1.35%) with isolsted hypogammaglobulnemis M. All the
mients with hypogammaglobulmemia had normal valuss of
hmphocytosis.

The emncentration of serum immunaglobulins vares with age
i have practical mpliatms for evalation and climcal
approach. The oucome of hypogammaglchulnemia in chil-
dren, owing to the hetrogeneity in the pattern of climical
presentations, i hand to predict, and in many nstances, the
dizgnmeis mn be made only retrospectivey. Also, ramsition
hetwean oniginal, fully dagnosed primary mmunaodeficiencis
may ocur over time 7). The incidence of hypogammag lobu-
Enemia in our group of infants and toddlers with CM, that
amstituie a group of intemsive prophylaxs progams’ ralzs-
tion, was much higher than that reported i the geneml
childhood populfion, although - at least THI in owr parsomal
experience ~sems to he more Fequantthan m avadileble data @)

A definite clssification of chserved hypogammag lobuline-
mixs and siatement coneeming its clinical significance can be
made when the immunadeficiency resolves or any other clinical
transition appears (9. Even at the alsmnce of serious mfec-
tions, the high ncdene of hypogammagl chulinemia in ow
group of patients may have ils meaning cmcamning the
mophybxs and the newly reported higher incidence of
auiimmunalogic diseases in a group of adult patients with
mastacytasis (1 01

Ta our knowledge, this i the first repaort on higher incidence:
of hypogammaglbulinemia i a gmoup of childhood-onset
mastocytosis mtents in comparison with general padiatic
population. In conclusion, the resulis of ouwr study may suggest
that further investigation on the subject & mquired, espedally
in aspect of Immamacompetene. Mastocytmis, particulardy the
pedistric form of the condition, still remains a not cleardy
undersiood disemse.
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Routine Vaccinations in Diffuse
Cutaneous Mastocytosis

1o the Editor:

With great pleasure we read the article by Bankova et al in the
Journal of Allergy and Clinical Immunology: In Practice,' con-
ceming the important problem of vaccination in a child with the
most severe form of cutaneous mastocytosis—diffuse cutaneous
mastocytosis (DCM). " In the case presented in the article, gener-
alized bullous eruption appeared in a 5-month-old boy with DCM
after scheduled 4-month vaccinations, including Haemophilus in-
fluenza vaccine, protein-conjugated pneumococcal vaccine, po-
liomyelitis vaccine, diphtheria, pertussis, tetanus toxoid, and
rotavirus vaccines. According to data presented in the article.

JALLERGY CLIN IMMUNOL PRACT
JAMUARY /FEBRUARY 2016

Children Medical University of Gdansk, 7 Debinki, 80-211 Gdansk, Poland.
E-mail: joanna.renke@biol.ug.edu.pl.
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To the Editor:

Thank your very much for the interest in our article.'” Diffuse
cutaneous mastocytosis (DCM) is a rare presentation of cutaneous
mastocytosis, and there is no consensus regarding the use and
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LETTER TO THE EDITOR C—

Evaluation of vaccination safety in children with

mastocytosis Table 2 Adverse reactions in children with mastocylosis after vaccine administration
Roberta Parente"; Valentina Pucine™; Diomira Magliacane'; Angelica Variant of Tryptase Onsetof  Age of
Petraroli®; Stefania Lofiredo®; Giancarlo Maronc” & Massimo Triggiani' Patient mastocytosis  (pg/l) disease diasgnosis  Type of reaction Eliciting vaccination Treatment

! Deparimeni of Medicine, Division off Allergy and Clinical Immunology,

University of Salerno, Salerno, Taly; "Department of Translational Medical 1 WMPCIM 3.4 I months 3 months  Bullous lasions First dose hexavalent vaccine  Oral antihistamine
Sciences and Center for Basic and Clinical Immunology Research (CIST), 2 MAST 4.2 At birth 2 years Urticaria First dose hexavalent vaccine  Oral antilistamine
1 3 ) . . . . - .
f:r'"“m';'y "fm"'::-l"‘” Federico '::l_' Naples, Iialy; " Barts and The London School 3 MAST 43 1 month 4 years Urticaria First dose hexavalent vaccine  Oral antihistamine
Medicine Deniisiry, William Harvey Research Instituie, London, UK . . " . .
4 DM 49, 1 f 1 month Bronchospasm an First dos wavalent vaccin M liz i hrin
* Deparirment of Clinical Medicine ard Surgery, University of Naples Federico ¢ 9.3 month ! bullous IEE:;I'IEa d st @ hexavalent ¢ Ei?ﬂl:ﬂ?‘:l::j?ﬁlml:ﬂ

1, Naples, Italy
E-mail: miriggian @ unisa it
DOL: 1111 /pai.] 2647

MPCM, maculopapular cutaneous mastocytosis; MAST, mastocytoma; DCM, diffuse cutaneous mastocytosis.,

Taken together, our results indicate that children with
mastocytosis have a higher rate of adverse reactions to first
administration of vaccine than that ol general population.
However, these reactions are mild and transient and do not
recur on hoosters. As previously proposed by Bankova et al.
(5), the occurrence of reactions only after a hexavalent vaccine
administration suggests that injection of single vaccines rather

MNotably, all reactions i this study occurred at the first
administration of a hexavalent vaccine preparation, usually
injected at 3 months, and no further reaction was detected at
subsequent boosters. This finding raises the guestion whether

the reactions should be considered truly expression of than polyvalent formulations may be considered a safer option
canonical IgE-mediated activation of mast cells. Activation in children with DCM. In any case, administration of the first
of mast cells by components of the vaccine may occur dose of vaccine to children with mastocytosis should be done in
through the engagement of Toll-like receptors (9). However, a controlled clinical setting with monitoring of the patients for
this mechamsm of mast cell activation would not explam why at least 2 h after injection. It may be advisable to give parents
booster vaccination did not elicit the same reaction. An an emergency management plan containing instructions for

recognition of symptoms and warning signals requiring report
of the child to the nearest emergency room and/or use of
epinephrine in children with previous anaphylaxis.
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LETTER TO THE EDITOR B

Evaluation of vaccination safety in children with
mastocytosis

e U czworki dzieci z 72 badanych (6%) zaobserwowano dziatania
niepozgdane po pierwszej dawce szczepionki heksawalentnej

* W trzech przypadkach zaostrzenie zmian skornych w ciggu 1 do 4 godzin po
podaniu, utrzymujgce sie przez 6-12 godzin,

W jednym (DCM) — zaostrzenie zmian skdrnych i tagodna obturacja drzewa
oskrzelowego

* Wszystkie dzieci byty leczone doustnie lekami przeciwhistaminowymi,
* W przypadku dusznosci — leki wziewne

e Szczepienia kontynuowano szczepionka heksawalentng, nie
obserwujac dziatan ubocznych



Trudnosci w realizacji szczepienn ochronnych

* Leki przeciwhistaminowe przed szczepieniem?
* Pojedyncza dawka kortykosteroidu przed szczepieniem?

* Czy warto rezygnowac ze szczepionek poliwalentnych,
podawanych w jednym wktuciu na rzecz szczepionek
pojedynczych ?

* Modyfikacje do rozwazenia tylko w przypadkach ze
znacznym obszarem zajetej skory lub z wywiadem
alergicznym

* Obserwacja do 2-4 godzin po szczepieniu w warunkach
ambulatoryjnych



/darzenia niepozadane zwigzane ze szczepieniem

e /gtoszenie do Stacji Sanepid lub PZH przez lekarza, ktory rozpoznat
reakcje niepozgdang, pozostajgcg w zwigzku czasowym ze szczepieniem,

e /gtoszenie do Urzedu Rejestracji Produktow Leczniczych, Wyrobow
Medycznych i Produktow Biobdjczych — opiekun prawny, pacjent



* Niepozgdane odczyny poszczepienne u dzieci z mastocytozg skory
wystepujg rzadko, majg charakter przejsciowy i nie moga by¢ powodem
pozbawiania chorych dostepu do tej formy profilaktyki,
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