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Nomenclature of the alternative activating pathway
of complement*

This terminology note outlinesfor thefirst time a standard nomenclaturefor the alter-
native activating pathway of complement. It was drafted by a group of experts working
under the auspices of the International Union ofImmunological Societies (IUIS), and has
been approved by the Nomenclature Committee of the IUIS.

The complement system, as it is now understood, is
comprised of two pathways for activation, the class-
ical and alternative activating pathways, and a single
membrane attack pathway which is common to both
activating pathways. A previous document (1) out-
lined a standard nomenclature for the third comple-
ment component, C3, and for the components of both
the classical activating pathway, Cl, C4, and C2, and
the membrane attack pathway, C5, C6, C7, C8, and
C9. There is now sufficient agreement concerning the
proteins of the alternative activating pathway of the
two species studied most, man and guinea-pig, to
allow the adoption of a standard nomenclature for
this system.

Five proteins of the alternative pathway are de-
signated by capital letters B, D, P, H, and I, whereas
C3 retains its numerical notation. This nomenclature
facilitates the writing of protein-protein complexes
and cleavage fragments, and does not specify a se-
quentially proceeding reaction, a connotation which
would be inappropriate with this pathway whose con-
stituent proteins act in concert. Fragments of proteins

* This terminology note was drafted by a subcommittee of the
IUIS/WHO Nomenclature Committee. The names of the members of
the subcommittee are given on page 491. A French version of this
article will be published in a later issue of the Bulletin.

that are produced during alternative activating path-
way reactions are denoted by lower case letters, the
lesser fragment represented by "a" and the larger
fragment by "b", as in Ba and Bb. Complexes be-
tween proteins are represented by enumerating the
proteins with an intervening comma, as in C3b,Bb.
The loss of a defined activity by a protein, when not
associated with an alteration in the primary polypep-
tide structure, is denoted by the letter "i" following
the protein, as in Bbi, i.e., the form of Bb which has
dissociated from C3b and is no longer a peptide hydro-
lase for C3 or C5. When a protein loses a defined
activity as a consequence of peptide hydrolysis unac-
companied by fragmentation, it shall be preceded by
"i", as in iC3b, i.e., the form ofC3b whosea polypep-
tide has been hydrolysed by I in the presence ofH and
is not capable of forming a C3 convertase. If inac-
tivation of a protein is accompanied by fragmen-
tation, the "i" is not necessary as the new fragments
can be described by new lower case letters. Super-
scripts and overbars are not recommended, as these
notations are not compatible with computer termino-
logy. These conventions are summarized in Table 1,
which lists the recommended nomenclature, previous
designations, and descriptions of alternative acti-
vating pathway proteins and some of the protein-pro-
tein complexes.

4078 -489-



TERMINOLOGY

Table 1. Nomenclature of the alternative activating pal

Former Reaction
Component designation products

C3 Factor A C3a

C3b

iC3b

Heat labile factor;
C3 proactivator;
glycine-rich P-
glycoprotein

Ba

Bb

Bbi

GBGase;
C3 proactivator
convertase

Properdin

P1lH;
C3biNA-accelerator

C3b inactivator;
C4b inactivator;
KAF

C3b, B

C3b,Bb

C3b,Bb,C3b

C3b,Bb,P
C3b,Bb,C3b,P

thway components and intermediates

Description

A peptide of relative molecular mass (RMM) 9000 that is hydrolysed from
C3 by a C3 convertase and that possesses anaphylatoxin activity

A major fragment, of RMM 180 000, that is derived from C3 by the
hydrolytic action of a C3 convertase and that, whether bound to a particle
or unbound, may participate in formation of the amplification C3
convertase

C3b that has been inactivated by the peptide hydrolytic action of I in the
presence of H without overt fragmentation and that cannot participate in
formation of the amplification C3 convertase

An activation peptide of RMM 30 000 that is hydrolysed from
B by D

A major fragment of RMM 63 000 that is derived from B by the hydrolytic
action of D and that bears a peptide hydrolase enzymatic site active on C3
and C5

Inactive Bb that has dissociated from C3b and that cannot hydrolyse a
peptide bond in C3 and C5

A glycoprotein of RMM 25 000 that is a serine proteinase which
hydrolyses an Arg- Lys bond in B that is complexed to C3b

A glycoprotein of RMM 220 000 that can bind to C3, C3b, and C3b,Bb
and that can retard dissociation of Bb from C3b

A glycoprotein of RMM 150 000 that can bind to C3b and that can
impair binding of B to C3b, accelerate dissociation of Bb from C3b, and
facilitate conversion of C3b to iC3b by

A glycoprotein of RMM 93 000 that is a peptide hydrolase which
converts C3b to iC3b by cleavage of a bond in the a-chain

Magnesium-dependent reversible complex in which B may be hydrolysed
to its Bb and Ba fragments by D

Amplification C3 convertase in which Bb can hydrolyse the Arg77-Ser78
bond of the a-chain of C3

Amplification C5 convertase in which Bb can hydrolyse the Arg74-x75
bond of the a-chain of C5

P-stabilized amplification C3 and C5 convertases

B

D

p

H
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