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Mastocytosis is a rare immune cell disorder that affects some estimated 200,000 people in the
United States.[1]
OK, if this is such a rare disease, why should we as coders be concerned? Between treatment
from a recent Coding Clinic and a number of new codes and Exclusions in 2018, this lesserknown disease has had quite the make-over.
Let’s take a closer look at this intriguing disease and the changes we will see in our coding.
Defining Mastocytosis
According to The Mastocytosis Society, mastocytosis is an abnormal accumulation of mast cells
in one or more organ systems.[2] There are three main categories:




Cutaneous — Increase in mast cells in the skin
Systemic — Abnormal accumulation of mast cells in organs[3]
Mast Cell Sarcoma — Tumors composed of abnormal mast cells invading tissues[4]

All three forms can occur in both children and adults.[3]
What Do Normal Mast Cells Do?
Before we can go further into the pathophysiology of mastocytosis, let’s do a quick review of
how normal mast cells work.

A mast cell is a type of white blood cell (granulocyte) that resides in tissues. It plays a key role in
the immune system by releasing different types of granules (cytokines) that act as chemical
“alarm signals” to fight disease.
One particularly important granule in mast cells is histamine. Technically, histamine causes
smooth muscle contraction and vasodilation.[3] Anyone who has ever experienced hay fever or a
peanut allergy is probably very familiar with histamines — it’s one of the chemicals in your
body that causes all the itching, rashes, and flushing during an allergy attack.
When you are exposed to a particular allergen to which you are sensitive, that allergen binds to
receptors on mast cells. Once that happens, mast cells release all those lovely histamine granules
and other cytokines. Voila! An allergic reaction occurs.
For most of us, this is largely a nuisance. For people with mastocytosis, an allergic response by
mast cells can be life-threatening.
Mast Cells in Mastocytosis
Because there are too many mast cells in those with mastocytosis, the most minor of triggers can
quickly become an overwhelming hypersensitivity reaction and anaphylaxis. Mastocytosis can
also have lingering symptoms such as musculoskeletal pain, abnormal skin pigmentations, and
even cancer.
Mast cell triggers can truly be just about anything. Some common ones include:







Allergens (Food, venoms, drugs, etc.)
Temperature changes
Stress
Mechanical irritation (e.g. a light scratch on the skin)
Sun exposure
Infections[2],[1]

Mastocytosis and Coders
In previous years, coders attempting to assign codes to this esoteric but present disease had a
heck of a time. There was no way to differentiate mastocytosis from related conditions such as
mast cell activation syndrome, or MCAS (which has its own sub-types).
Coding Clinic 4Q16 gave some guidance on using then-newer codes of D89.4 —, Mast Cell
Activation Syndrome.[5]
In 2018, we now have a whole slew of new codes covering mastocytosis, MCAS, and mast cell
neoplasms. Oh, my!
ICD-10-CM, Chapter 2 – Neoplasms, added several new codes in 2018.[6],[7] Notice the
addition of several new codes and more Exclusions.

Let’s compare:

(Click on the images above to enlarge.)

Changes were also made in Chapter 3, Blood Diseases in 2018[6],[7] :

(Click on the image above to enlarge.)

While there were no new codes to D89.4 in 2018, several new Excludes codes were added.
As you can see, there has been quite a bit of changes made to this little-known but serious
disease in ICD-10. With the push to gain greater specificity in all of our code sets, it is good to
review updates to even diseases we might not see in our everyday coding lives.
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